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PROCEEDINGS 


STELLAR:  At  this  time  I would  like  to  take  a few  moments  to 

introduce  the  other  members  of  the  Commission.  In  fact,  I will 
asL  them  to  introduce  themselves. 

LI:  My  name  is  C.  C.  Li  from  the  Graduate  School  of  Public 

Health,  University  of  Pittsburgh.  I'm  a geneticist  and  a bio- 
statistician. 

SCHACHT : I'm  Dr.  Lee  Schact  from  the  Minnesota  Department 

of  Health  and  the  University  of  Minnesota.  I'm  a geneticist  and 
I've  been  working  with  Huntington's  families  for  approximately  15 
years. 


WEXLER:  I'm  Dr.  Nancy  Wexler,  Executive  Director  of  the 

Commission,  and  by  training  a clinical  psychologist  working  with 
many  of  you  here  today. 

STELLAR:  And  I am  a physician  trained  in  neurology  and  neuro- 

surgery, Director  of  the  Neural  Sciences  Research  Institute  at  St. 
Barnabas  Medical  Center  in  Livingston,  New  Jersey. 

I would  like  to  comment  now  about  the  process  that  we  will 
follow  here  today.  We  will  be  here  only  one  day  and  for  that 
reason  we  will  not  be  able  to  hear  everyone  who  might  like  to 
speak.  However,  we  will  take  into  consideration  all  of  the  com- 
ments, ideas,  and  thoughts  of  anyone  who  wishes  to  make  a state- 
ment, and  this  can  be  submitted  in  writing. 

Your  statements  will  appear  in  the  published  official  pro- 
ceedings of  the  Commission.  Your  comments,  ideas  and  viewpoints 
are  highly  regarded  and  will  be  valuable  in  our  process. 

We'll  be  forced  today  to  limit  your  testimony  to  approximate- 
ly five  minutes  and  thus  leave  sufficient  time  for  us  to  ask  ques- 
tions and  to  expand  upon  your  ideas,  or  to  provide  you  an  oppor- 
tunity to  ask  us  some  questions  as  well. 

If  we  have  time  at  the  end  of  the  session,  however,  we  will 
entertain  questions  from  the  floor  for  those  of  you  who  may  not 
have  had  an  opportunity  to  testify  previously. 

It  is  our  plan  to  commence  taking  testimony  and  continue  un- 
til 12:00  noon.  We  will  then  take  a one-hour  lunch  break  and 
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return  at  1:00  p.m.  We  will  resume  the  hearings  within  the  ad- 
journment scheduled  at  5:00  p.m.,  or  sooner,  if  everyone  has  had 
an  opportunity  to  testify. 

I understand  that  someone  will  guide  us  to  the  cafeteria  at 
12:00  o’clock,  and  I would  suggest  that  we  stay  together  at  the 
end  of  the  session.  No  one  seems  to  know  where  it  is  (Laughter) . 

I would  like  to  ask  you  that  as  you  come  forth  to  present 
your  testimony,  you  speak  clearly  into  the  microphone.  It  is  not 
necessary  to  hold  the  microphone  or  bring  it  up  close  to  your 
mouth.  Simply  speak  in  a natural  voice  a little  louder  than 
usual.  Give  your  name,  home  address,  organizational  affiliation, 
if  you  represent  one,  and  then  begin  your  testimony. 

We  will  ask  four  individuals  to  appear  at  the  table  at  once 
in  order  to  save  the  time  which  would  be  lost  in  changing  indi- 
vidually. Therefore,  I would  like  to  call  upon  Dr.  Janice 
Lindstrom,  Department  of  Human  Medicine,  Michigan  State  University, 
to  please  come  to  the  table  and  take  a seat;  Kay  Millard,  Mid- 
Michigan  Chapter,  Committee  to  Combat  Huntington's  Disease; 

Charles  F.  Pelzer,  Ph.D.,  Biomedical  Researcher,  Michigan  State 
University;  Dr.  S.  Doehrman,  Clinical  Psychologist,  Institute  of 
Human  Adjustment,  University  of  Michigan. 

Dr.  Lindstrom,  please  begin. 

LINDSTROM:  May  I begin  by  asking  a procedural  question? 

STELLAR:  Certainly. 

LINDSTROM:  Is  this  being  recorded? 

STELLAR:  Yes,  we're  taping  the  hearings. 

LINDSTROM:  Thank  you. 

STELLAR:  Thank  you  for  reminding  me. 
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TESTIMONY  OF 
JANICE  LINDSTROM,  M.D. 

DEPARTMENT  OF  HUMAN  MEDICINE 
MICHIGAN  STATE  UNIVERSITY 

LlMiSTROM:  Members  of  the  Commission,  and  ladies  and  gentle- 

men: I'm  Dr.  Janice  Lindstrom.  I'm  a neurologist  at  Michigan 
State  University  College  of  Human  Medicine.  I have  additional 
training  in  clinical  genetics  and  am  particularly  interested  in 
individuals  and  families  with  heredity  neurological  disease.  In 
this  capacity  I have  encountered  many  families  with  Huntington’s 
disease. 


You  will  learn  much  more  accurate  and  intimate  information 
about  what  it  means  to  live  w'ith  Huntington's  disease  from  other 
speakers.  I would  like  to  speak  to  the  point  of  how  a physician 
can  deal  with  Huntington's  disease  and  what  the  difficulties  a 
physician  encounters  are. 

As  everyone  here  knows,  the  course  of  the  disease  is  a pro- 
longed one.  It  is  a condition  which  enables  a person  to  stay  at 
home  among  his  or  her  family  for  many  years.  During  that  time  the 
family  physician  or  specialists  will  be  called  upon  to  help  the 
family  in  various  ways. 

The  major  point  I would  like  to  make  to  the  Commission  is 
that,  in  my  opinion,  physicians  are  not  adequately  equipped  to  deal 
with  all  the  problems  of  these  families.  But,  in  fact,  the  fam- 
ilies have  very  little  else  in  the  way  of  help  to  turn  to.  I'd 
like  to  illustrate  by  talking  about  three  different  types  of 
problems . 

One  thing  that  happens  over  the  years  to  an  individual  who  has 
Huntington's  disease  is  a declining  ability  to  act  as  an  inde- 
pendent person,  functioning  in  such  a way  that  one  is  competent 
to  make  all  one's  own  decisions  and  to  make  decisions  in  such  a way 
that  one's  own  interests  are  protected. 

However,  this  is  not  an  all  or  none  phenomenon.  Competence 
is  something  that  we  all  have  to  a relative  degree.  None  of  us  is 
totally  competent  to  deal  in  any  area  of  human  affairs.  All  of  us 
need  guidance  in  some  area  of  human  affairs  in  which  we  might 
enter . 


An  individual  wath  Huntington's  disease,  like  many  individuals 
who  have  neurodegenerative  diseases,  over  a period  of  time  becomes 
less  and  less  competent  to  deal  with  their  affairs.  Yet,  the  ques- 
tion of  declaring  them  legally  incompetent  is  a difficult  one. 
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I think  it  is  somewhat  dehumanizing  to  declare  a person 
legally  incompetent.  It  is  sometimes  not  appropriate  because  the 
person  may  be  quite  able  to  deal  appropriately  with  some  areas  of 
their  affairs,  but  not  others.  That,  I offer  as  one  problem  that 
families  have  to  struggle  with  and  a physician  is  not  prepared  to 
deal  with  that  issue,  in  my  opinion. 

A second  area  of  difficulty  I’d  like  to  bring  up  is  the  area 
of  family  interaction  problems.  This  is  an  area  in  which  a 
physician  is  often  called  upon  and  often  it  is  a crisis  situation. 

The  frustration  of  the  individual  who  has  the  condition,  the 
frustration  of  other  individuals  in  the  family,  leads  to  conflict 
which  the  family  does  not  have  appropriate  mechanisms  to  deal  with. 
So,  suddenly,  the  physician  gets  a tearful  call  and  everything  is 
in  a turmoil  and  there  is  actually  very  little  one  can  do  over  the 
phone  in  the  acute  situation. 

So,  I would  suggest  that  we  need  a mechanism  for  families  with 
this  disorder,  and  other  similar  disorders,  to  obtain  help  in  deal- 
ing with  family  interaction  problems.  They  need  help  from  people 
who  are  experienced  in  family  dynamics  and  analysis  of  how  people 
interact  with  each  other  so  that  individuals  can  see  how  the  condi- 
tion is  affecting  their  relationships  to  each  other  and  how  they 
can  best  deal  with  it. 

A final  point  I would  like  to  make  is  that  as  the  condition 
progresses  there  finally  comes  a point  where  it  is  extremely  dif- 
ficult for  the  person  to  continue  living  at  home.  It  is  difficult 
for  the  family  to  send  the  person  to  a state  hospital  and  I believe 
we  need  some  other  kind  of  care  facility  which  might  ideally  be 
available  on  an  intermittent  basis  as  a respite  care  type  of 
facility  for  the  affected  individual  to  give  the  individual  who’s 
affected  a rest  from  the  home  situation;  to  give  the  other  people 
in  the  home  a rest  from  the  needs  and  demands  of  the  affected  person. 

And  I would  offer,  just  as  a comparison,  the  hospice  type  of 
care  which  is  provided  for  people  with  other  types  of  terminal 
illness  in  which  the  ill  person  gets  the  care  needed  but  is  not  in 
the  highly  technological  environment  of  a hospital  and  is  in  an 
environment  where  every  effort  is  made  to  preserve  the  dignity  of 
the  affected  individual. 

So,  in  summary,  I would  say  that  in  addition  to  the  biochemi- 
cal and  other  types  of  research  aimed  at  elucidating  the  basic  bio- 
chemical error  in  Huntington’s  disease  so  that  an  appropriate 
pharmacological)  or  other  therapy  can  be  devised,  we  need  on  a more 
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1 rr.ri-i.1 1 a t c basis  some  training  of  people  in  provision  of  services 
that  will  assist  in  the  families' coping  with  the  day-to-day 
j'loblems  of  having  the  illness  in  the  family. 

STMLAR:  V'ery  well.  Dr.  Lindstrom,  do  you  think  that  the 

r;edical  care  of  the  patient  could  be  adequately  served  by  the 
lanil)  doctors  in  conjunction,  for  example,  with  neurologists  to 
guide  them  on  the  specifics  of  therapy,  or  do  you  think  that  some 
specially  trained  physicians  should  be  available  just  for  the 
care  of  Huntington's  disease? 

LINDSTROM:  I believe  that  the  family  physician  has  a defi- 

nite role  in  caring  for  Huntington's  disease  patients  and  families. 
For  one  thing,  generally  the  family  physician  knows  the  family 
very  well  and  knows  some  of  the  factors  which  would  not  be  apparent 
to  an  individual  encountering  the  family  for  the  first  time. 

I do  think  that  specialized  guidance  is  needed.  I think  that 
a consultation  mode  of  practice  for  the  neurologist  would  be  appro- 
priate in  a great  majority  of  instances. 

STF.LLAR:  Do  you  think  it  would  be  useful  also  to  have  some 

special  courses  or  training  for  family  practitioners  from  time  to 
time  for  this  and  related  diseases? 

LINDSTROM:  Yes,  I would  agree  with  that. 

STELLAR:  You  don't  think  that  they're  really  adequate  at 

present  since  they  don't  see  many  cases,  I take  it. 

LINDSTROM:  I agree. 

STELLAR:  But  they  do  need  some  special  training  and  guidance 

all  the  time? 

LINDSTROM:  Yes. 

STELLAR:  And  for  the  other  things,  what  are  you  thinking  of, 

the  social  factors  involved? 

LINDSTROM:  Yes,  I think  that  we  need  people  trained  in  the 

social  services  who  are  particularly  aware  of  Huntington's  disease 
and  the  problems  that  a family  must  deal  with. 

STELLAR:  Dr.  Li,  do  you  have  any  questions,  suggestions? 

Dr.  Schacht,  Dr.  Wexler? 
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WEXLER:  When  you  get  a tearful  call  now,  how  do  you  handle 

it?  Do  you  have  any  referral  systems  available  to  you? 

LINDSTROM:  No.  I have  to  find  out  if  the  person  has  already 

had  contact  with  a social  worker  or  with  one  of ...  actually  it  goes 
through  the  mental  health  agency  in  our  community ...  to  find  out 
whether  they  already  have  an  entree  into  that  system.  And  if  they 
don't,  then  I have  to  devise  such  an  entree  into  the  system.  But 
it's  simply,  I have  to  direct  them  to  an  appropriate  resource.  I 
don't  really  feel  I can  solve  the  problem  myself. 

SCHACHT : Do  you  feel  the  mental  health  center  is  able  to  cope 

with  those  kind  of  problems? 

LINDSTROM:  Sometimes  only  marginally. 

STELLAR:  Is  anybody  having  difficulty  hearing?  It's  all  fine. 

Very  well,  thank  you,  Dr.  Lindstrom.  We'll  now  hear  from  Kay 
Millard,  CCHD. 
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TESTIMONY  OF 
KAY  MILLARD 
MID-MICHIGAN  CHAPTER 
COMMITTEE  TO  COMBAT 
HUNTINGTON'S  DISEASE 

MILLARD:  My  name  is  Kay  Millard  and  I'm  a member  of  the 

Committee  to  Combat  Huntington's  Disease,  and  also  consider  my- 
self a member  of  the  National  Huntington's  Disease  Association; 
and  I'm  also  a past  president  of  the  Mid-Michigan  Committee  to 
Combat  Huntington's  Disease. 

My  grandfather,  my  mother,  and  I have  an  aunt  that  has  H.D. 

As  anybody  who  has  that  risk,  I hope  that  one  of  the  things  that 
comes  out  of  this  Commission  is  more  research  because  that's 
important  to  everybody. 

And  especially  for  the  past  five  years,  I think  that  there  is 
a great  need  in  Ingham  County,  and  probably  many  other  places,  for 
a day  care  facility  type  thing.  This  would  enable  families  of  H.D. 
people  to  continue  to  work  on  their  jobs  and  support  their  families 
and  not  worry  about  their  person  who  may  be  home  alone  getting  hurt 
or  falling  and  hurting  themself. 

I also  think  that  this  type  of  facility  should  maybe  have 
things  for  an  H.D.  person  to  do  around  the  facility;  maybe  dusting, 
or  just  small  tasks  that  they  are  able  to  do,  would  make  them  feel 
more  worthy.  And  I think  that  it's  important  that  they  keep  busy 
and  active  as  long  as  they  can.  I think  that  how  they  feel  about 
themselves  as  useful  people  is  important  and  they'd  also  be  among 
other  people  and  not  be  home  alone,  and  I think  that  would  be  de- 
pressing in  itself. 

I also  suggest  that  the  Government  should  provide  some  type 
of  financial  aid  to  families  who  need  help.  As  an  example,  maybe 
for  nurse's  aides  to  come  in  one  or  two  days  a week,  or  maybe  even 
two  to  four  hours  a day, so  that  the  family  can  get  out  and  do 
grocery  shopping,  or  take  care  of  doctor's  appointments,  or  what- 
ever. It  would  give  the  family  a break  from  the  normal  routine. 

And  that's  about  all  I have  in  that  area. 

You  said  in  your  fact  sheet  that  you'd  like  to  have  names  of 
places  and  people  who  had  been  helpful  and  I have  a list  of  those. 
And  if  you'd  like,  I can  just  present  it  to  you,  or  do  you  really 
want  me  to  go  into  it? 
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STELLAR:  No,  just  submit  it  to  us,  please. 

MILLARD:  Okay. 

STELLAR:  We'd  like  to  have  the  list. 

MILLARD:  Okay. 

STELLAR:  Any  questions? 

LI:  Yes.  You  mentioned  that  you  have  a grandmother  who  has 

H.D.,  and  a mother,  and  an  aunt? 

MILLARD:  Yes. 


LI:  At  what  stage  did  you  begin  to  realize  that  this  disease 

was  in  your  family  and  might  be  hereditary? 

MILLARD:  At  what  age  did  I? 

LI:  Yes,  or  the  family.  At  what  stage  did  the  family  become 

aware  of  the  fact  that  it  might  be  hereditary? 

MILLARD:  Okay.  I probably  found  out... I've  got  to  think  how  old 

I was... around  in  '56.  My  mother  was  diagnosed  in  '56.  I probably 
found  out  shortly  after  that. 

LI:  Yes. 


MILLARD:  I'm  29  now,  so,  at  that  age  meaning  something  was 

hereditary  didn't  really  mean  it  was  that  much  of  a problem.  In 
fact,  I can  recall  it  being  compared  to  "it's  hereditary  like  sugar 
diabetes"  which  is  very  common  and  it  isn't  quite  as  serious  as 
what  I believe  this  is. 


LI:  Did  your  family  physician  explain  the  situation  to  your 

family? 


MILLARD: 

Our 

physician? 

No,  our  fathe 

STELLAR: 

Did 

he  receive 

an  explanation 

MILLARD: 

Yes 

• 

STELLAR: 

Did 

the  information  come  from 

explained  it  to  us. 
from  the  doctor? 

the  doctor  originally? 
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MII.LARU:  Yes,  the  information  came  to  my  father  from  the 

i!octor  and  then  he  in  turn  relayed  it  to  us.  And  then  later  the 
doctor  that  diagnosed  my  mother  said,  "Oh,  no,  no,  no,  you 
shouldn't  have  told  those  children  that.  This  will  have  a ter- 
rible psychological  effect  on  them."  So,  the  doctor  actually 
recommended  for  us  not  to  know.  Now  maybe  at  this  point  in  our 
ages  he  thought  that  we  shouldn't  know,  but  when  it  was  told  to 
us  it  was  told  more  casually  than  what  it  probably  should  have 
been  maybe. 


WLXI.r.R;  But  what  effect  did  that  have  on  your  father  to  be 
told  he  shouldn't  have  told  you? 


MILLARD: 
probably  quite 


He  hasn't  told  me  that, 
upset . 


but  I'm  afraid  he  was 


STLLLAR:  Then  you  relieved  his  mind  a little  bit  that  he 
didn't  have  to  face  this  sad  task  of  telling  you.  How  old  were 
you  then?  You  said  it  was  1956? 

MILLARD:  It  was  in  '56.  I think  it  was  probably  around... 

STELLAR:  So,  you  were  nine  years  old? 


MILLARD:  Yes. 

STELLAR:  How  did  it  affect  you  when  you  did  learn? 

MILLARD:  Well,  at  that  point  my  mother  wasn’t  all  that  bad 

and  I guess  I was  just  like  any  other  nine-year  old.  I didn't 
really  pay  that  much  attention. 

STELLAR:  Yes. 

MILLARD:  And  it  was  later,  maybe  five  more  years  later,  when 

things  got  to  be  sort  of  hectic  around  home.  Distrust;  my  mother 
was  quite  distrustful  and  we  had  a very  yelling  house,  I'm  afraid. 
But  I don't  know,  my  father  always  told  us,  you  know,  ”just  remember 
that  your  mother  is  sick  and  she  doesn't  always  have  the  reasoning 
like  I do." 


STELLAR:  But  you  took  it  well,  apparently. 

MILLARD:  I guess;  I think  I did. 

STELLAR:  I think  patients  and  families  take  things  much  bet- 

ter than  doctors  used  to  think.  But  we've  learned,  in  recent  years 
particularly,  that  people  are  tough  and  they  don't  like  to  be  de- 
ceived. They  want  to  know  the  truth. 
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MILLARD:  Well,  I think  it  kind  of  made  us  a closely-knit 

family.  We’ve  had  to  tackle  the  problems  together. 

STELLAR:  I appreciate  the  fact  that  the  first  two  speakers 

have  been  very  accurate  in  their  timing.  We’re  not  timing  them 
exactly,  of  course,  but  they  haven’t  taken  up  the  whole  floor  and 
prevented  other  people  from  speaking.  And  I think  if  we  follow 
that  format  throughout,  everybody  will  have  a chance  to  speak, 
even  those  of  you  who  may  not  have  been  scheduled. 

We’ll  go  on  to  the  third  speaker.  Dr.  Charles  F.  Pelzer, 
Biomedical  Researcher,  Michigan  State  University. 
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TESTIMONY  OF 
CHARLES  F.  PELZER,  Ph.D. 

BIOMEDICAL  RESEARCHER 
MICHIGAN  STATE  UNIVERSITY 


PELZER:  Thank  you,  I'm  Charles  Pelzer.  I'm  currently 

affiliated  with  Michigan  State  University  and  I'm  also  associated 
with  Saginaw  Valley  State  College,  a four-year  institution  near 
the  Saginaw  Bay  City  Midland  area. 

As  a biomedical  researcher  in  the  Department  of  Medicine 
at  MSU  College  of  Human  Medicine,  and  as  a college  professor  of 
biology  and  human  genetics.  Department  of  Biology,  Saginaw  Valley 
State  College,  University  Center,  Michigan,  I would  like  to  offer 
testimony  before  this  Commission  in  connection  with  these  hearings. 

One  of  the  unique  and  troubling  aspects  of  Huntington's 
disease  from  the  viewpoint  of  a geneticist  interested  in  controlling 
the  disease  is  its  usually  late  onset.  Most  victims  manifest  no 
symptoms  until  after  thirty-five  years  of  age.  At  that  time,  most 
have  already  completed  their  family.  Unfortunately,  one-half  of 
their  offspring  are  probably  recipients  of  the  autosomal  dominant 
gene  responsible  for  the  eventual  development  of  the  disease.  To 
be  a victim  of  Huntington's  disease  obviously  involves  great 
suffering.  To  transmit  the  disease  and  that  same  suffering  to  one's 
children  before  one  can  know  that  he  is  a victim  and  carrier  of 
Huntington's  disease  may  bring  still  greater  suffering  to  the  vic- 
tim and  his  family.  Some  scientific  investigators  are  already 
working  on  tests  that  may  identify  victims  of  Huntington's  disease 
before  recognizable  symptoms  reveal  its  presence.  I urge  you  to 
give  financial  support  of  such  research  endeavors  primary  consid- 
eration so  that  parents  afflicted  with  the  disease  may  have  the 
option  of  limiting  their  offspring  in  order  to  limit  the  number  of 
future  victims  of  the  disease.  I also  urge  you  to  provide  finan- 
cial support  for  such  research  in  order  that  the  half  of  the 
children  of  victims  of  Huntington's  disease  who  will  not  develop 
the  disease  later  in  their  lives  will  not  hesitate  to  have  children 
in  the  terrible  but  groundless  fear  of  passing  on  to  them  the 
dreaded  family  trait.  A second  suggestion  for  financial  support 
pertains  to  the  need  for  research  designed  to  cure  the  disease  in 
victims  who  are  presently  suffering  from  it.  That  need  is  unques- 
tionable and  demands  no  explanation. 

While  some  time  will  be  required  for  such  research,  immed- 
iate assistance  may  and  should  be  offered  those  already  afflicted 
with  the  disease  in  the  form  of  psychological  support  from  an 
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informed  public.  As  an  educator,  I feel  impelled  to  encourage  you 
to  promote  greater  understanding  among  our  citizens.  Few  people 
are  aware  of  the  nature  of  Huntington's  disease  at  the  present 
time.  Since  symptoms  of  the  disease  often  remind  observers  of 
ordinary  drunkenness,  victims  of  the  disease  not  only  suffer  its 
physical  problems,  they  may  also  suffer  from  the  ignorance  and 
consequent  coldness  of  others  in  society.  I know  of  a family 
which  responds  to  such  a negative  situation  by  attempting  to  deny 
the  presence  of  the  disease  in  the  family.  Even  the  deaths  are 
explained  by  attributing  them  to  other  causes  such  as  "a  strange 
kind  of  heart  disease." 

In  addition  to  relieving  the  psychological  problems  asso- 
ciated with  Huntington's  disease,  such  attempts  to  educate  the 
public  will  have  a desirable  side  effect;  obtaining  public  finan- 
cial support  for  research  and  other  pursuits  that  must  be  considered 
in  fighting  Huntington's  disease. 
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STI.U.AR:  Thank  you,  Dr.  Pelzer.  I'm  sure  you  realize  that 

sort'  question  has  been  raised  on  ethical  grounds  about  tests  to 
determine  those  who  will,  in  fact,  suffer  from  the  disease  and 
those  in  the  family  who  will  not.  That  is  the  question  that  was 
raised  as  to  whether  scientists  should  proceed  with  studies  that 
might  enable  us  to  det  ermine  who  will  actually  get  it  and  who 
will  not  before  such  time  as  we  might  have  preventive  measures  or 
treatment.  From  the  ethical  standpoint,  could  you  give  us  your 
opinion?  Do  you  think  that  such  research  should  be  carried  on  or 
not?  And  if  so,  why? 


PFLZFR:  Yes,  I'm  aware  of  the  tricky  situation  we  have  here 

and  I would  still  urge  such  research.  But  I think  the  subjects 
of  that  research  should  be  carefully  weeded  out  and  examined  and 
see  if  they  would  agree.  And  I think  such  individuals  that  do 
carry  the  gene,  and  they  don't  know  it,  or  even  those  that  don't 
but  think  they  might,  should  be  provided  with  that  possibility  of 
learning  about  some  kind  of  tests.  I think  they  have  a right,  if 
they  so  desire. 


STELLAR:  So  you  would  recommend  that  we  doctors  be  given  that 


information  if  it  can  be  obtained  and  then  apply  it 
even  though  we  may,  and  will  at  first  perhaps,  have 
there's  nothing  we  can  do  about  it;  you'll  get  it. 


point  of  the 
good  news . 


other  individual  w^ho  won't,  of  course 


to  the  patient 
to  say  that 
From  the  stand- 
that  would  be 


PELZER:  Yes.  I think  picking  the  appropriate  patients  is 

the  tricky  part  here. 


STELLAR:  Very  well.  Dr.  Wexler? 


WEXLER:  I would  actually  like  to  follow  up  on  that  question. 

If  a predictative  measure  were  available,  would  you  see  the  neces- 
sity for  some  kind  of  pre-imposed  counseling,  and  in  your  opinion, 
do  we  have  the  facilities  and  the  trained  personnel  for  such 
counseling? 


PELZER:  It  appears  that  we  may  not  have  complete  backup 

services  for  that  type  of  post-counseling  service  at  the  present 
time.  I think  perhaps  this  Commission  might  have  help  in  that 
respect . 

WEXLER:  Few  people  would  need  it  if  that  was  a prediction. 

PELZER:  A very  good  point. 
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WEXLER:  Could  I also  ask  for  a clarification  of  something 

else  you  said?  You  seem  to  imply  that  the  families  who  deny  the 
presence  of  the  illness ...  now  typically  people  say,  "Oh,  that's 
part  of  the  disease;  you  know,  it's  a lack  of  intellectual 
capacity."  But  you  seem  to  say  that  this  may  be  part  of  a family's 
response  to  society's  cold  shouldering.  Is  that  correct? 

PELZER:  I think  so;  in  particular  cases  that's  true.  I 

think  certain  individuals  try  to  hide  that  fact.  I don't  know 
how  prevalent  that  is,  but  I think  so.  It  does  occur. 

STELLAR:  Dr.  Schacht? 

SCHACHT : Well,  just  one  question.  You  mentioned  research 

designed  to  cure  the  disease  and  victims.  Do  you  actually  mean  a 
change  in  gene  structure,  or  are  you  talking  more  about  a treat- 
ment to  alleviate  the  clinical  symptoms? 

PELZER:  At  the  time  I was  concerned  principally  with  getting 

at  the  basic  biochemical  defect  in  the  metabolic  scheme,  and  I was 
thinking  of  replacem.ent  therapy  or  something  akin  to  that;  some 
research  that  would  answer  the  question  of  what's  at  fault;  where 
is  the  mistake  occurring.  I was  not  thinking  in  terms  of  supple- 
menting, changing  the  DNA  effects. 

STELLAR:  Well  then,  as  far  as  medical  treatment,  if  there's 

a deficiency  of  a particular  chemical  substance,  as  occurs  in 
Parkinson's  disease,  the  L-dopa  is  used  to  supply  the  missina 
factor,  should  that  be  the  case  here.  That's  what  you're  thinking 
rather  than  replacing  the  defective  gene? 

PELZER:  That  was  my  feeling,  yes. 

STELLAR:  Dr.  Li? 


LI:  You  mentioned  the  research  or  early  tests  which 

I'm  100  percent  for.  Just  to  avoid  the  possible  misunderstanding 
of  the  clinical  people,  our  purpose  of  developing  an  early  test  is 
to  know  that  this  man  is  a heterozygote  or  not  before  reproduction 
takes  place. 

SCHACHT:  What  about  the  possibility  of  other  problems  arising 

in  those  people  who  have  been  identified  early  as  heterozygous 
carriers  in  finding  jobs,  getting  insurance,  and  having  discrimin- 
ation against  them  as  they  have  had  in  sickle  cell  carrier  traits, 
which  are  our  latest  experience  in  screening.  Do  you  see  that  as 
a problem? 
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PELZER:  By  all  means.  I think  that's  why  I brought  up  the 

second  point,  that  the  public  has  to  be  made  aware  of  what  this 
disease  is,  its  ramifications,  and  what  they  might  expect.  And 
I think  maybe  we've  learned  something  from  the  sickle  cell  story 
that  you  brought  up.  I agree  with  you. 

STELLAR:  Our  fourth  speaker  perhaps  can  add  something  to  the 

questioning  that  was  given  regarding  the  effects  on  patients.  We'll 
call  upon  Dr.  S.  Doehrman,  Clinical  Psychologist,  Institute  of 
Human  Adjustment,  University  of  Michigan. 


2-25 


Ann  Arbor,  Michigan 


October  7,  1976 


TESTIMONY  OF 
STEVEN  DOEHRMAN,  PH.D. 

INSTITUTE  OF  HUMAN  ADJUSTMENT 
UNIVERSITY  OF  MICHIGAN 

DOEHRMAN:  I am  a clinical  psychologist  at  the  Psychologi- 

cal Clinic,  a division  of  the  Institute  for  Human  Adjustment  at  the 
University  of  Michigan.  In  addition  to  my  responsibilities  at  the 
Clinic  as  a supervisor  of  graduate  students  learning  psychotherapy 
and  as  the  coordinator  of  research  activities  within  the  agency,  I 
am  also  interested  in  the  psychological  effects  of  physical  illnesses. 
I have  recently  submitted  for  publication  an  extensive  review  of  the 
literature  concerning  the  psychological  after-effects  of  coronary 
heart  disease.  My  knowledge  of  Huntington's  disease  comes  from  serv- 
ing as  a thesis  committee  member  to  a former  graduate  in  psychology. 
Dr.  Nancy  Wexler,  who  studied  the  psychological  aspects  of  H.D. 

What  follows  are  a number  of  observations  which  I hope  will 
be  useful  to  the  Commission. 

1.  The  families  of  CHD  patients  receive  very  little  atten- 
tion from  the  helping  professions  who  instead  devote  their  time  and 
energy  to  treating  the  patient.  I suspect  the  same  is  true  of  H.D. 
families.  My  study  of  heart  patients  indicated  that  the  physical 
illness  had  far-reaching  consequences  for  the  family  system,  some- 
times leading  to  separation,  divorce,  or  estrangement  of  children 
from  their  parents.  Family  members  often  need  psycho-social  counsel- 
ing and  typically  are  eager  to  talk  about  their  feelings  and  experi- 
ences. For  example,  a colleague  of  mine.  Dr.  Martha  Gizynski,  a 
faculty  member  of  the  University  of  Michigan  School  of  Social  Work, 
was  swamped  with  volunteers  when  she  asked  a large  lecture  class  if 
any  of  the  students,  either  of  whose  parents  had  had  a heart  attack, 
would  like  to  participate  in  a pilot  study,  talking  about  their  feel- 
ings about  their  parent's  illness. 

Reducing  the  emotional  distress  generated  within  H.D. 
family  members  will,  I believe,  enable  them  to  be  more  supportive 
to  the  patient.  Also,  there  is  an  additional  reason  for  providing 
counseling  to  CHD  and  H.D.  family  members--many  of  the  children, 
perhaps  50%,  are  likely  to  develop  the  disease  in  later  life.  Some 
counseling  at  an  earlier  age  might  lessen  the  emotional  toll  such  a 
legacy  can  have  upon  its  victims . 

2.  Turning  to  the  patients,  few  with  CHD  receive  routine 
psychological  care  for  the  emotional  after-effects  of  a heart  attack. 
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Yot  the  data  indicate  that  many  need  such  assistance.  I 
think  the  case  for  the  necessity  of  psychological  care  for  H.D. 
patients  is  even  stronger.  The  advanced  stages  of  H.D.  gener- 
ally include  serious  emotional  disturbance.  I believe  the 
barriers  to  adequate  care  are  related  to  the  patient,  the  care 
givers,  and  the  health  system.  It  is  difficult  enough  getting 
a person  who  comes  for  psychotherapy  to  acknowledge  he  needs 
psychotherapy;  it  must  be  that  much  harder  to  acknowledge  the 
need  for  counseling  in  someone  who  is  told  by  his  doctor  he  has 
a physical  illness.  My  experience  has  been  that  quite  a few 
non-mental  health  professionals  that  provide  care  to  CHD  patients 
either  minimize  the  extent  of  psychological  distress  or  over- 
estimate their  own  abilities  to  help  patients  in  this  area. 

This  observation  may  not  be  completely  applicable  to  profession- 
als providing  care  to  H.D.  patients.  I suspect  there  is  less 
potential  for  professional  satisfaction  and  hence  less  interest 
working  with  H.D.  patients  who  are  doomed,  than  there  is  work- 
ing with  CHD  patients  who  can  be  saved. 

It  has  been  my  experience,  at  least  with  large  hospi- 
tals, that  the  staff  are  very  territorial  and  jealously  guard 
their  province  from  an  intruder,  such  as  a mental  health  pro- 
fessional who  wants  to  work  with  their  patients.  This  system- 
matic  barrier  may  also  be  applicable  to  new  programs  for  H.D. 
patients . 

3.  I have  talked  some  about  patient  care,  particularly 
psychological  care  for  CHD  patients  as  if  there  were  one  kind 
of  care  proven  to  be  effective.  Yet,  there  are  many  kinds  of 
care,  none  of  which  has  been  proven  to  be  effective.  For  me, 
probably  the  most  frustrating  part  of  my  review  of  the  litera- 
ture on  psychological  factors  in  CHD  patients  was  to  read  and 
comment  upon  the  many  published  papers  advocating  a type  of 
treatment  program;  e.g.,  group  therapy,  exercise  training, 
instruction  classes,  in  which  the  author  assumed  the  effective- 
ness of  his  program,  and  made  no  attempt  to  study  its  effective- 
ness. There  is  a split  between  researchers  and  clinicians, 
between  doubters  and  believers,  which  must  be  bridged  if  the 
best  form  of  treatment  for  patients  is  to  be  developed.  This 
shortcoming  not  only  applies  to  mental  health  professionals. 

It  also  has  been  my  experience  that  some  physicians  believe  so 
deeply  and  sincerely  in  the  care  that  they  provide  to  their 
patients  that  the  thought  of  submitting  their  service  to 
empirical  scrutiny  never  enters  their  mind. 

4.  Finally,  I believe  that  clinical  psychologists  have 
lately  shown  an  interest  in  working  with  physically  ill 
patients,  as  evidenced  by  recent  articles  in  the  professional 
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journals.  The  Clinical  Psychologist  and  The  American  Psycholo- 
gist. In  addition,  clinical  psychologists  are  trained  not 
only  in  providing  service  but  also  in  doing  research  disserta- 
tions. Hence,  among  mental  health  professionals,  they  are 
uniquely  qualified  to  take  responsibility  for  both  the  program 
evaluation  research  and  patient  counseling  mentioned  above. 

STELLAR:  Thank  you.  Dr.  Doehrman.  Dr.  Schacht,  do  you 

have  a question  or  questions?  Dr.  Li,  do  you?  No? 

WEXLER:  I think  what  you're  saying  is  terrificly  important. 

If  I could  just  sort  of  open  this  up  here.  Dr.  Lindstrom  was 
saying  that  you  need  some  help  from  the  mental  health  profession. 
I'm  curious  as  to  your  reaction  if  you  would  have  used  some 
help  or  counseling  at  any  point  along  the  line  in  dealing  with 
your  reactions  to  Huntington's  disease  families.  I think  that 
in  a sense  at  this  table  there  are  people  who  are  the  providers 
and  the  needers  and  I'm  wondering  what  would  be  the  most  creative 
use  for  clinical  psychologists. . . 

MILLARD:  I think  we  definitely  could  have  used  some  coun- 

seling. The  way  it  was  handled  in  our  home,  I think  was  just 
too  casual.  I'm  sure  that  if  I knew  everything  that  I knew 
today,  I would  have  decided  not  to  have  children.  I have  two. 

At  the  time  when  I was  deciding  whether  or  not  to  have  children, 

I asked  my  doctor,  "What  should  I do?"  He  said,  "Well,  you 
know,  that's  a decision  you  have  to  make  for  yourself."  But  he 
told  me  to  remember  that  there  was  no  such  thing  as  a perfect 
child;  everybody  that's  born  has  something  wrong  with  them, 
whether  it  be  asthma,  or  a lot  of  different  things.  So  in  think- 
ing about  that,  you  know,  I thought,  gee,  that's  true.  So  I 
went  ahead  and  did  it  and  decided  to  have  children. 


WEXLER:  Did  you  ever  think  of  going  to  a genetic  counse- 

lor? 


MILLARD:  No,  I hadn't.  I didn't  ever  think  of  it. 

WEXLER:  Nobody  ever  does. 

MILLARD:  And  it  was  never  suggested,  no.  Now,  my  brother 

went  to  a genetic  counselor  but  I think  maybe  it  was  a bad  time 
for  him  to  go  because  I think  he  only  went  once.  So  something 
wasn't  right  for  him  at  that  time.  And  when  I was  deciding  to 
have  children,  I was  20,  and  I should  have  had  sense  enough  to 
decide  to  go  the  other  way,  but  maybe  if  I'd  had  genetic  coun- 
seling, it  probably  would  have  helped  me  a lot. 
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STliLLAR:  Thank  you  very  much.  Will  you  all  return  to  your 

scats  I'lcase?  Wc ' 1 1 call  upon  the  next  group,  the  following  four 
{icoplc  lUeasc:  Mary  Carr,  Ruth  McIntosh,  Dr.  Vern  Stehman,  and 

I'r.  Melvin  Schwartz.  Yes,  please  come  right  up  to  the  table. 

Your  name  please? 

(S\P.R  : Mary  Carr. 

STIil.LAR:  Mary  Carr,  fine.  You  may  be  number  one.  Ruth 

McIntosh,  take  the  second  seat  please.  Dr.  Vern  Stehman,  you’ll 
be  number  three.  Is  Dr.  Melvin  Schwartz  here?  Apparently  not. 

Dr.  Homer  F.  Weir,  Barbara  Clausen.  Now  we  have  four;  we’ll 
proceed.  Our  first  speaker  will  be  Mary  Carr,  Social  Security 
Field  Representative,  Ann  Arbor  District  Office.  Please  go  ahead. 
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TESTIMONY  OF 
MARY  CARR 

SOCIAL  SECURITY  FIELD  REPRESENTATIVE 
ANN  ARBOR  DISTRICT  OFFICE 

CARR:  I am  here  to  report  about  the  benefits  that  would  be 

available  to  patients,  including  those  with  Huntington’s  disease, 
from  the  Social  Security  Administration.  In  the  line  of  disabil- 
ity benefits  there  are  three  categories  that  we  can  pay  people 
who  are  disabled: 

1.  Disabled  workers; 

2.  Disabled  widows  between  the  ages  of  50  and  60  who  can 
become  eligible  on  their  deceased  husband’s  record; 

3.  Persons  disabled  in  childhood  before  their  22nd  birthday. 
They  can  qualify  on  a parent’s  work  record  if  the  parent 
is  either  deceased  or  is  drawing  Social  Security  Benefits 
and  has  worked  long  enough  to  be  insured. 

The  definition  of  disability  for  Social  Security  purposes  is 
that  it  must  be  a medically  determinable  condition  which  prevents 
a person  from  doing  any  substantial  gainful  work  and  is  expected 
to  last,  or  has  lasted,  at  least  12  months,  or  to  result  in  death. 

There  is  a five-month  waiting  period  before  the  Social  Security 
Benefits  can  begin  so  that  if  the  person  is  determined  to  be  dis- 
abled the  benefits  can  begin  as  of  the  sixth  full  month  of  disabil- 
ity . 

In  addition  to  the  Social  Security  Disability  Benefits,  the 
Social  Security  Administration  now  handles  Supplemental  Security 
Income.  This  became  effective  January  of  ’74  and  previously  was 
known  as  Aid  to  the  Aged,  Aid  to  the  Blind,  and  Aid  to  the  Disabled, 
and  it  was  previously  handled  by  the  states.  By  the  Federal  govern- 
ment taking  over  this  program  there  are  uniform  rules  and  regula- 
tions for  the  50  states. 

The  SSI  program  is  a program  based  on  need  but  for  a disabled 
person,  as  well  as  a person  over  65,  to  meet  the  requirements,  the 
person  must  have  income  and  resources  below  a certain  level.  Now, 
if  an  individual,  for  example,  meets  the  requirements,  is  disabled 
and  is  below  the  levels,  and  has  no  income  at  all,  an  individual 
can  get  a Federal  payment  of  $167.80;  or  a couple,  $251.80.  Now, 
the  various  states  can  supplement  these  amounts,  and  in  the  State 
of  Michigan  this  is  supplemented  to  $192.10  for  an  individual;  and 
$288.20  for  a couple. 
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The  third  category  of  benefits  offered  through  the  Social 
Security  is  the  Medicare  program.  This  initially  was  just  for 
persons  over  65,  but  as  of  July  of  1973,  this  was  expanded  to 
cover  those  who  had  been  getting  Social  Security  Disability  Bene- 
fits as  of  the  25th  month  of  their  coverage. 

The  Medicare  coverage  helps  to  pay  for  medical  bills,  includ- 
ing inpatient  hospital  bills,  outpatient  hospital,  and  doctor  bills, 
and  other  medical  services  and  supplies. 

I brought  along  three  pamphlets  which  I can  pass  on  to  you 
covering  these  programs. 

STELLAR:  Thank  you.  I have  one  question  that  comes  to  mind 

immediately.  You  gave  figures  as  to  what  an  individual  or  a 
couple  may  receive.  I*d  like  to  know  in  what  year  of  the  last 
century  those  figures  were  determined? 

CARR:  These  w^ere  figures  for  the  Supplemental  Security  Income 

which  I quoted  if  they  had  no  other  income.  This  is  a program 
based  on  need  and  these  are  quite  recent  figures  because  the  State 
just  raised  their  supplement  up  to  the  amount  that  I gave.  So,  it 
is  a figure  effective  with  July  of  1976. 

I did  not  give  you  figures  for  the  Social  Security  Disability 
Benefits.  That  amount  is  based  on  a person's  average  yearly  earn- 
ings. For  a worker  that  could  vary  from  a minimum  of  $107.90  on 
up.  It  could  be,  for  young  workers,  over  $400  per  month. 

STELLAR:  All  right.  Dr.  Li,  do  you  have  any  questions?  Dr. 

Schacht? 

SCHACHT:  You  indicated  that  payment  under  Social  Security 

would  go  to  w'idows  50  to  60  which  leaves  some  rather  large  gaps. 

CARR:  At  age  60  the  widow  can  collect  on  the  basis  of  her  age 

without  having  to  prove  the  disability. 

SCHACHT:  Children  up  to  22  years  of  age;  how  do  you  determine 
their  degree  of  disability  based  on  their  ability  to  work  seeing  as 
they've  never  worked? 

CARR:  I would  like  to  clarify  that.  For  children,  they  must 

have  a disability  which  began  before  age  22  and  makes  them  unable 
to  work.  So,  it's  possible  for  a person  considerably  older  to  be 
drawing  benefits  on  the  parent's  work  record,  providing  the  dis- 
ability began  before  age  22. 
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As  far  as  the  determination  of  the  disability,  this  is  not 
done  in  the  local  Social  Security  office.  There  are  agreements 
with  state  agencies  throughout  the  states  which  request  medical 
evidence.  There  are  doctors  on  the  staff  there  and  they  make  the 
determination.  So  I don't  really  feel  qualified  to  get  into  it. 

STELLAR:  Dr.  Wexler? 

WEXLER:  What  about  housewives  who  become  disabled? 

CARR:  Okay.  The  question  is  about  housewives  who  become 
disabled.  There's  no  provision  to  pay  any  housewife  on  her 
husband's  record.  Now,  if  she  has  worked  herself  long  enough 
and  recently  enough  to  be  insured  for  disability  she  can  receive 
on  her  own  work  record,  but  she  cannot  receive  on  her  husband's 
as  the  widow. 

WEXLER:  But  she  works  long  and  hard  as  a housewife  and  she's 

not  eligible? 

CARR:  Right,  not  until  housewives  have  Social  Security  cover- 

age or  until  the  law  is  changed. 

WEXLER:  If  a person  is  eligible  for  Social  Security  Disabil- 

ity payment,  would  that  affect  their  eligibility  for  vocational 
rehabilitation? 

CARR:  No,  it  does  not.  In  fact,  when  a person  files  for 
Social  Security  or  SSI,  since  it  is  the  Bureau  of  Vocational  Rehabil- 
itation which  is  the  state  agency  that  reviews  the  file,  they  auto- 
matically consider  whether  or  not  the  person  could  benefit  from 
their  services. 

STELLAR:  Thank  you,  Ms.  Carr.  Our  next  speaker  is  Ruth 

McIntosh,  Michigan. 
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TESTIMONY  OF 
RUTH  MC  INTOSH 
MICHIGAN 

Me INTOSH:  I wanted  to  be  here.  My  speech  has  been  affected 

by  now,  but  I wanted  to  be  here  for  one  reason  alone  and  that  was, 

I have  a daughter  and  I would  like  more  research  on  what  can  be 
done  in  future  years. 

There  has  been  a tremendous  amount  of  progress  in  H.D.  be- 
cause my  father  was  diagnosed  almost  50  years  ago  and  he  had 
nothing.  I have  all  kinds  of  pills.  So,  in  the  50  years  there 
has  been  progress. 

I think  we  all  worry  about  the  crippling  effects  at  the  end 
and  I think  that's  what  brings  on  the  depression.  I think  I’ve 
beat  the  depression  by  just  simply  walking  a mile  every  day,  to 
get  my  groceries  and  things  like  that. 

But  I just  wanted  to  be  here  so  that  there  would  be  more  re- 
search done. 

STELLAR:  Thank  you.  Any  of  the  Commissioners  have  any  ques- 

tions for  Mrs.  McIntosh? 

Vs’EXLER:  Do  you  have  anyone  that  helps  you  out  with  any  of 

your  housework? 

Me INTOSH:  No.  Well,  my  mother  is  moving  in  with  us,  but  it 

won't  be  until  whenever  she  can  sell  her  house.  But  up  until  now 
I haven't  had  any  help  with  my  housework. 

WEXLER:  How  long  have  you  been  diagnosed? 

MeINTOSH:  Two  years  is  all.  So,  I’m  still  in  the  first  early 

stages  of  it  actually. 

WEXLER:  Do  you  mind  my  asking  how  old  you  are?  I know  it’s 

not  a polite  question. 

MeINTOSH:  That’s  okay,  I don’t  mind.  I’m  48.  I got  this 

when  I was  46.  My  father  died  at  39  and  I got  it  at  46. 

WEXLER:  You’re  doing  splendidly. 
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SCHACHT:  We’ve  had  some  comments  made  that  psychological 

services  and  support  services  would  be  helpful  or  useful.  Do  you 
feel  that  this  would  be  true? 

McINTOSH:  Uh-huh,  I do.  I think  that  I found  tremendous 

benefit  from  going  to  Detroit  to  that  meeting--!  guess  it  w^as  in 
Madison  Heights  . I felt  a tremendous  lift  from  going  there,  and 
that's  why  I wanted  to  com.e  here.  Some  of  the  s>Tnptoms  that  I 
get  now,  my  choking,  I didn't  know  what  that  was,  and  things  like 
that.  And  I'm  able  to  handle  that  all  right  anyway. 

But  it  is  better  to  talk  with  somebody  else  that  has  it 
really.  There  aren't  too  many  afflicted.  There's  just  one  family 
in  Flushing  afflicted  with  it  as  far  as  I knovc  and  they  came  with 
us  today.  We've  checked  with  the  doctors  and  different  things 
like  that.  It  does  do  you  good  to  talk  with  people  who  have  the 
same  thing. 

STELLAR:  Thank  you  very  m,uch.  Our  next  speaker  is  Dr.  Vern 

Stehman,  Administrator,  Ypsilanti  State  Hospital. 
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TESTIMONY  OF 
VERN  STEHMAN,  M.D. 

ADMINISTRATOR 
YPSILANTI  STATE  HOSPITAL 

.si  1 liN'AN : Thank  you.  I \vould  like  to  first  endorse,  in  re- 

sponse to  t ooruTicnts  about  mental  health  services  and  counsel- 
irij,  the  remarks  made  by  Dr.  Doehrmian  of  the  previous  panel. 

I've  been  working  in  public  psychiatric  institutions  for  the 
past  ’0  yeais,  both  as  a physician  and  the  past  15  years  as  an 
Adm i n i s 1 1 a tor . And  during  those  30  years  the  problems  presented 
by  degenerative  diseases,  including  Huntington's  chorea,  have  been 
continuing  and  frustrating. 

Ke  see  these  patients  when  they  have  had  the  disease  for  some 
time;  when  the  disability  reaches  a point  where  continuing  insti- 
tution care  is  required.  And  when  this  happens  they  are,  in  my 
e.xjie  r i ence , almost  invariably  placed  in  a public  mental  health 
facility.  These  patients  arc  rarely  welcome  in  nursing  homes  be- 
cause cf  the  difficult  nursing  and  management  problems  they  present, 
Aiid  unfortunately,  our  public  psychiatric  hospitals  rarely  have 
programs  to  adequately  meet  the  needs  of  these  patients. 

Another  dilemma  that  we  confront  is  the  general  public  assump- 
tion that  these  individuals  are  m.entally  ill.  Early  symptoms  are 
frequently  manifested  by  behavioral  and  mood  disorders  and  mis- 
diagnoses of  mental  illness  are  not  uncommon.  Admission  to  a 
psychi i at r i c facility  reinforces  the  erroneous  assumiption  of  mental 
illness.  Our  attempts  to  develop  specific  programis  have  not  been 
successful  because  of  lack  of  funding  and  because  of  the  lack  of 
trained  staff. 

In  the  hospital  w'here  I am  now  the  Administrator  we  have  five 
patients  with  Huntington’s  disease.  It  is  not  economically  feasible 
to  develop  a separate  program  for  this  small  number  and  consequently 
the)-  are  cared  for  in  non-specific  programs  and  non-specific  pro- 
gram activities  in  a larger  group  of  persons  with  unrelated  dis- 
abilities. 

I have  no  recommendations  to  m^ake  that  would  be  novel  or 
unique  and  I would  only  mirror  steps  taken  in  other  efforts  to  deal 
more  effectively  with  other  diseases.  I would  urge  consideration 
of  a program  of  continuing  public  education  comibined  with  educa- 
tional programs  aimed  at  primary  health  care  professionals  to  in- 
crease public  awareness  and  to  enhance  early  diagnosis. 
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I would  also  recommend  regional  treatment  facilities  because 
of  the  problem  of  dealirg  with  a few  numbers  in  several  institu- 
tions. And  I would  strongly  urge  that  research  programs  be  com- 
bined very  closely  with  the  treatment  programs.  I have  seen 
frequently  splits  between  the  research  activities  and  the  educa- 
tion at  university  centers  with  very  little  spillover  in  the 
treatment  facilities  w'here  the  resources  are  usually  inadequate. 

Thank  you  very  much  for  the  opportunity  to  appear. 


STELLAR:  Thank  you,  Dr.  Stehman.  One  of  the  things  you  did 

mention  was  regionalization  so  that  presumably  patients  in  your 
hospital  now  numbering  five  could  be  placed  in  a facility  with 
similar  individuals  in  other  hospitals  and  then  a program  could 
be  started.  I take  it  that’s  what  you  mean.  Is  that  right? 

STEHMAN:  Yes. 


STELLAR:  Do  you  have  any  idea  how  many  other  patients  are  in 

similar  facilities  in  the  State  of  Michigan? 


STEHMAN:  You  mean  the  Huntington's  disease? 

STELLAR:  Yes. 


STEHMAN 

STELLAR 

STEPIMAN 


I would  estim.ate  probably  50. 

So  that  would  make  a considerable  unit,  wouldn't  it? 
Yes . 


STELLAR 


One  could  do  a great  deal  if  they  were 


STEHMAN:  ...Was  a problem  I dealt  with,  not 

only  with,  as  I m.entioned,  the  disease  entities  when  I was  in  the 
central  office  administering  several  institutions;  problems  of  the 
blind,  and  the  retarded,  the  deaf  retarded,  the  stroke  patients. 
And  they  end  up  in  a public  psychiatric  facility  where  they  don't 
belong  and  then  they  are  scattered  and  the  resources  and  staffing 
cannot  be  directed  toward  the  group. 


STELLAR:  I might  say  at  this  time  that  this  situation  in 

Michigan  is  mirrored  exactly  in  the  rest  of  the  country.  The 
patients  are  in  psychiatric  facilities  when  they  cannot  be  cared 
for  anywhere  else.  And  they  are  scattered  in  different  institutions 
where  there  are  more  than  one,  as  there  often  are,  and  they  do  not 
get  adequate  care. 
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STIl.LAR:  Dr.  Schacht? 

SC'IIACHT:  Do  you  have  any  patients  in  your  hospital  with  any 

of  the  ataxias,  the  degenerative  neurological  ataxias? 

STbllMAN:  No. 

SCHACHT:  We  do  have  some  rather  large  families  in  Michigan 

Kith  the  dominant  form  of  hereditary  ataxia,  and 
the  course  is  very  similar  to  Huntington's.  It  would  seem  to 
me  that  if  you  could  add  those  into  your  Huntington's  pojiulation 
) ou  might  leally  have  a very  effective  way  to  reach  a larger  group 
of  people  and  might  also  be  able  to  develop  a program  on  a regional 
basis  Khich  keeps  the  patient  closer  to  their  family. 

STFLLAR:  Dr.  Wexler? 

WnXLPR:  You  said  that  there  are  no  programs  now  at  the 

hospital  which  adequately  meet  the  needs  of  these  patients.  If 
you  have  all  the  money  that  you  wanted,  what  kinds  of  programs 
would  you  design  that  would  meet  the  patients'  needs? 

STEHMAN : I really  don't  know.  I am  not  an  expert  in 

Huntington's  disease.  Well,  I'll  give  you  an  example.  We  had  a 
very  unfortunate  case  several  months  ago,  a young  lady,  40-42, 
married,  nice  family,  became  so  severely  disabled  that  hospitali- 
zation and  continuing  care  was  required.  Her  mind  was  very  clear 
but  we  had  one  psychiatric  ward  with  mentally  ill,  infirm  patients 
where  we  had  to  place  her.  And  while  there  were  recreational 
activities,  O.T.  activities  on  that  unit  they  were  not  suitable 
for  her. 

I would  certainly  have  some  counseling  work  with  the  family, 
which  1 think  is  an  important  part  of  even  the  inpatient  program, 
and  limited  activities,  educational  as  well  as  occupational.  We 
have  no  bedridden  patients  at  Ypsilanti.  A basic  part  of  our 
unique  program  is  that  every  patient  will  be  am.bulated  sometime 
during  the  day  and  that  these  kinds  of  program  activities  can  best 
be  scheduled  for  a large  group  of  patients  with  common  problems. 

SCHACHT:  May  I ask  what  happens  to  the  patients  when  they 

become  non-ambulatory? 

STEHMAN : Well,  they  are  terminal  when  they  reach  that  point. 
We  had  one  death  about  a year  ago.  We  kept  the  man  on  his  feet 
right  to  the  end.  And  this  is  true,  not  just  of  our  Huntington's, 
but  all  of  our  Huntington  and  infirm  cases. 
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SCHACHT:  V/ell,  what  would  you  do  with  a patient  who  becomes 

non-ambulatory  and  remains  that  way  for  two  or  three  years?  Where 
do  they  go? 


STEHMAN : We  keep  them. 

SCHACHT:  You  keep  them? 

STEHMAN:  Oh,  yes,  there  are  some.  And,  as  I say,  there  are 

a few  termiinal  cases.  I mention  that  point  because  when  I first 
came  to  Michigan,  in  other  states  m^ost  of  the  infirmary  wards  in 
state  hospitals  where  the  problem  was  one  of  bed  care,  one  bath  a 
week,  and  bed  linen  changed  every  two  days.  I think  that  kind  of 
physical  activity,  ambulation,  is  extremely  important  in  Huntington’s 
disease . 


WEXLER:  Legally,  either  hospitals  or  nursing  hom.es  are  prey 

to  the  legal  problems  if  they  allow  patients  to  remain  ambulatory. 
But  you  often  find  that  the  patient  can  ambulate  but  they  fall  over 
so  frequently  that  the  nursing  home  is  afraid  that  they'll  break  a 
bone  and  be  sued.  Do  you  have  legal  protections?  Is  that  part  of 
your  concern?  Terrific!  Usually,  they... 


STEHMAN:  Well,  it's  always  a concern  but... 


WEXLER:  But  you  take  the  concern  of  the  patient. 


STEHMAN:  We  have  malpractice  insurance  and,  of  course,  the 

State  will  defend  as  long  as  we're  reasonably  competent. 

STELLAR:  You  have  staff  there  actually  to  protect  the  patients 

as  much  as  is  humanly  possible? 

STEHMAN:  We're  a bit  short.  Our  staffing  has  improved  in  re- 

cent years . 

STELLAR:  So  itfe  not  too  bad. 


STEHMAN:  It's  not  too  good.  I have  to  hedge  a little  because 

I've  been  in  this  business  30  years  and  I remember  when  30  years 
ago  if  we  could  have  had  what  we  have  now  w^e  would  have  thought  we 
were  way  out;  but  no,  we  need  more  staff. 


STELLAR:  Average  staff.  I can  see  you  must  be  a good  admini- 

strator. We're  all  hardheads  (Laughter). 

Our  next  speaker  is  Barbara  Clausen  of  Michigan. 
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TESTIMONY  OF 
BARBARA  CLAUSEN 
MICHIGAN 

CLAUSEN:  My  narne  is  Barbara  Clausen  and  I live  at  2626  S.  State  Street, 
St.  Joseph. Michigan.  My  husband.  Paul  Clausen,  was  diagnosed  as  having  Huntington's 
Disease  at  Mayo  Clinic,  Rochester,  Minnesota,  in  1965.  I would  say  that  he  has  been 
afflicted  with  this  disease  for  approximately  thirteen  (13)  years,  having  had 
symptoms  two  (2)  years  before  it  was  diagnosed. 

Huntington's  Disease  is  on  my  husband's  mother's  side  of  the  family.  Her 
father  had  it,  as  well  as  two  other  members  of  her  family,  making  three  (3)  out 
of  seven  (7)  children  inheriting  it.  Of  Mrs.  Clausen's  children,  all  three 
(2  girls  and  1 boy)  inherited  HD.  Both  of  my  husband's  sisters  are  deceased, 
as  well  as  his  mother.  I have  contacted  many  family  members  and  have  sheets 
which  contain  information  on  the  relatives  with  HD.  I plan  to  have  this  made 
into  a medical  chart  for  study,  in  the  near  future. 

My  husband  and  I were  married  in  1950.  We  have  two  (2)  children,  a boy 
and  a girl.  I was  pregnant  for  my  second  child  when  one  of  my  husband's  aunts 
(on  his  mother's  side)  told  me  about  the  "disease’’  in  the  family.  Although  I 
did  not  know  the  whole  story,  I decided  not  to  bring  any  more  children  into  the 
world.  I have  passed  this  information  on  to  my  children  and  have  advised  them 
not  to  have  children  until  a good  control  drug  is  found.  From  families  I have 
talked  with,  I believe  our  education  in  this  area  has  been  very  lax  and  ir- 
responsible. We  certainly  need  to  teach  our  children  the  facts  about  HD. 
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The  problems  we  have  encountered  in  trying  to  get  diagnosis,  treatment 
and  care  are  the  things  I would  like  to  talk  about  today. 

1.  Insurance.  If  your  major  medical  insurance  plan  is  terminated,  it  is 
impossible  to  buy  any  other  kind  of  insurance.  Although  the  disabled 
can  now  be  covered  under  Medicare,  they  are  only  covered  under  certain 
parts.  You  also  cannot  purchase  the  supplemental  insurance  to  go  with 
the  Medicare  plan.  I understand  that  health  insurance  policies  do  not 
include  "custodial  care"  or  nursing  home  care.  When  patients  are 
determined  to  be  "custodial  care"  the  medical  hospital  will  no  longer 
be  responsible  for  them  and  they  are  placed  in  nursing  homes.  State 
facilities  or  back  in  the  patient's  own  home.  The  only  source  of 
help  is  through  Medicaid  and  this  can  only  be  obtained  for  your 
parents  or  adult  children,  not  for  your  spouse.  I am  attaching  a 
copy  of  an  article  on  this  subject  which  appeared  in  our  paper 
recently.  It  is  the  same  problem  that  I and  many  others  have  run 
up  against.  I have  been  advised  by  our  County  Department  of  Social 
Services,  to  get  a divorce,  thereby  making  my  husband  a dependent 
of  the  State  and  he  would  be  eligible  for  Medicaid.  The  insurance 
companies  and  state  and  federal  programs  are  not  only  refusing  to 
help  totally  disabled  people  but  are  responsible  for  the  destruction 
of  families  who  prefer  to  stay  together  but  ca-not  because  of  the 
enormous  expense.  Many  yearly  nursing  home  expenses  are  much  more 
than  the  average  family  makes. 
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2.  Care.  I have  found  that  most  doctors  and  hospital  personnel  are  not 
acquainted  with  HD  patients  and  often  assume  a person  is  being  lazy 
and  uncooperative,  when  in  fact,  he  cannot  do  many  things  required 
of  him.  As  examples,  I have  had  to  insist  on  instructions  being 
carried  out  when  my  husband  could  no  longer  shave  himself,  dress 
himself,  feed  himself,  when  he  should  not  try  to  walk  alone,  when  he 
should  have  some  type  of  a catheter,  when  he  needed  padding  on  the 
wheelchair  and  bed  to  prevent  bruises,  when  he  should  have  dental 
care,  when  he  should  have  warmer  clothing.  At  one  time,  my  husband 
lost  nearly  thirty  pounds  (30)  because  he  was  still  trying  to  feed 
himself  (although  I had  requested  that  he  be  fed)  and  a patient  in 
the  area  told  me  that  all  of  his  food  was  going  on  the  floor.  I 
thought  the  weight  loss  was  from  the  disease  as  I did  not  know 
my  instructions  were  not  being  carried  out.  We  need  to  educate 
doctors  and  hospital  personnel  by  literature,  personal  visits  and 
our  HD  film,  which  I think  has  been  a great  benefit  in  teaching 
others  about  this  disease. 

Many  HD  patients  have  early  personality  changes  but  after  these 
have  subsided  (as  many  do)  the  patients  should  and  could  be  cared 
for  in  skilled  nursing  homes  rather  than  mental  institutions.  Many 
have  spent  their  lives  in  mental  institutions  simply  because  there 
was  no  other  care  available.  Now,  however,  under  the  new  Michigan 
Mental  Health  laws,  patients  are  being  moved  out  of  the  State  Hos- 
pitals unless  they  are  considered  dangerous  to  themselves  or  others. 


2-41 


Ann  Arbor,  Michigan 


October  7,  1976 


If  the  family  cannot  afford  skilled  nursing  home  care,  there  is  simply 
no  place  for  these  patients  to  go.  Since  they  need  24  hours  care,  it 
is  impossible  for  them  to  live  at  home.  Families  who  previously  did 
not  have  to  pay  for  state  care  are  now  being  asked  to  pay  a certain 
amount  towards  patient  care.  This  is  very  hard  on  families  where  the 
woman  is  head-of-househol d and  has  children  to  raise.  Although  my 
husband  receives  a small  pension  and  Social  Security  each  month,  it 
has  taken  all  we  have  both  made  to  keep  up  with  living  expenses. 

Since  I drive  200  miles  or  more  per  week  to  the  hospital,  my  car 
expenses  and  gas  have  been  terribly  high;  in  addition  to  this  I have 
paid  for  his  clothing  and  personal  needs,  as  well  as  petty  cash,  and 
recently,  a bill  for  dental  surgery  which  Medicare  did  not  cover. 

This  was  close  to  $300  and  I have  just  been  billed  for  an  additional 
$90.00  which  was  not  covered. 

I have  recently  been  asked  to  turn  over  my  husband's  monthly  pension 
and  Social  Security  check  for  his  care  at  the  State  Hospital.  This 
I feel,  will  make  quite  a difference  in  what  I can  continue  to 
do  for  him  on  a weekly  basis.  Our  daughter  is  married  and  will 
graduate  from  college  in  June  and  so  we  have  had  this  expense. 

Our  son  is  still  in  college  and  lives  at  home.  My  mother,  who  is 
90  years  of  age,  lives  with  us  as  she  agreed  to  move  in  when  the 
children  were  younger  and  I needed  someone  in  the  home  while  I 
worked. 

In  other  words,  young  and  middle-aged  families  are  hit  very  hard 
by  long-term  illness,  especially  when  the  woman  is  head-of-household 
and  makes  about  1/2  the  salary  of  most  male  head-of-household. 
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C'entdl  Care.  I have  found  that  it  is  almost  impossible  to  get  dental 
care  for  HD  patients,  along  with  other  similar  types  of  disorders. 

When  patients  are  unable  to  hold  their  mouths  open  for  check-ups  or 
treatment,  it  is  assumed  that  they  are  uncooperative  and  no  further 
work  is  attempted.  I knew  my  husband  had  many  cavities  and  the 
gum  tissue  also  looked  bad.  I finally  had  to  obtain  a court  order 
making  me  his  guardian,  in  order  to  have  dental  work  taken  care  of. 

He  was  transferred  to  University  Hospital  in  Ann  Arbor  for  diagnosis. 

After  consultation,  it  was  decided  to  remove  fourteen  (14)  teeth,  gum 
and  bone  tissue.  Because  of  HD  and  the  possibility  of  choking  or  not 
recovering  from  the  anesthetic,  he  was  considered  an  "at  risk"  patient. 

He  was  in  the  hospital  for  eight  (8)  days.  Including  the  court  order 
and  hospital  bills,  this  cost  to  our  family  was  close  to  $600.00  and 
I feel,  with  proper  dental  care  all  along,  this  could  have  been  avoided. 

In  closing,  I would  like  to  mention  the  following  things.  My  husband 
has  been  a hospital  patient  since  1968.  He  was  at  Plainwell  Psychiatric 
Hospital,  Plainwell,  Michigan  for  about  three  (3)  months  and  was  then  trans- 
ferred to  Kalamazoo  State  Hospital  where  he  remained  until  1970.  At  this  time, 
he  was  able  to  be  transferred  to  Berrien  General  Hospital  which  was  only  tv/elve 
(12)  miles  from  our  home  and  he  remained  there  until  our  major  medical  insurance 
was  terminated  in  September  of  1971,  at  which  time  he  was  transferred  back  to 
the  State  Hospital.  I would  say  that  his  care  at  these  facilities  was  about 
the  same.  Although  I ran  into  many  problems  from  time  to  time,  I have  appreciated 
the  State  Hospital  facilities  and  I do  feel  that  the  administrative  and  nursing 
personnel  are  interested  in  learning  more  about  diseases,  such  as  Huntington's. 
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I have  been  told  that  my  husband's  file  at  the  hospital  is  full  of  letters  from 
me  about  his  care,  but  I also  feel  that  they,  as  well  as  I,  have  learned  a lot 
in  the  past  few  years.  I hope  my  concern  for  him  will  enable  other  HD  patients 
to  receive  more  concerned  care.  For  the  family,  however,  there  is  still  the 
State  Hospital  concept  --  it  is  for  "crazy"  people.  I often  hear  it  referred  to 
as  the  "funny  farm"  or  "crazy  house."  This  has  been  bad  for  my  own  outlook  on 
life,  as  well  as  that  of  our  children.  I do  think  that  other  facilities  should 
be  available  to  families  with  long-term  or  catastrophic  illness  and  I certainly 
hope  and  pray  that  some  type  of  health  insurance  will  come  out  of  Congress  in 
the  near  future. 

It  seems  to  me  that  it  would  be  very  easy  for  a group  of  doctors  to  deter- 
mine whether  a patient  is  totally  disabled  or  not.  It  would  also  be  easy  to 
determine  the  amount  of  family  income  against  the  amount  of  hospital  and  medical 
expense  and  whether  or  not  the  family  has  sufficient  income  to  pay  for  adequate 
care.  This  is  really  what  it  all  boils  down  to  and  what  HD  families  are  requesting 

Since  we  have  two  children  who  have  a 50/50  chance  of  inheriting  HD,  I am 
vitally  interested  in  the  research  programs  and  in  any  new  drugs  that  are  being 

tested. 

I would  urge  that  research  monies  for  HD  be  released  as  soon  as  possible. 
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I understand  that  about  100  genetic  defects  now  can  be  diagnosed  during 
fetal  life.  The  same  article  mentioned  that  250,000  infants  annually  are 
born  in  this  country  with  genetic  defects.  Research,  of  course,  is  the 
answer  but  we  must  have  more  than  the  HD  families  and  concerned  friends  can 
raise  through  various  fund  drives  and  projects.  I feel  there  is  a control 
drug,  such  as  L-Dopa  for  Parkinson's,  and  it  is  just  waiting  to  be  found. 

I hope  we  do  not  need  to  lose  another  generation  of  HD  at-risk  young  people 
to  this  devastating  disease.  Research  will  take  millions  of  dollars  and  we 
can ' t do  it  alone . 

I sincerely  appreciate  your  time  today  and  your  efforts  in  helping  us. 
Thank  you  very  much. 
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STELLAR:  Thank  you,  Mrs.  Clausen,  for  the  excellent  state- 

ment. And  we  have  additional  detail  in  the  material  which  she 
submitted  which  will  certainly  be  very  helpful  to  us.  Are  there 
any  questions  from  the  Commission?  Do  you  want  to  start,  Nancy? 

WEXLER:  I just  want  to  say  I think  that  was  very  impressive. 

I take  it  that  you  did  not  take  the  state's  advice  in  obtaining  a 
divorce,  is  that  true? 


CLAUSEN:  No,  I didn't. 


WEXLER:  Do  you  think  that  if  you  had  followed  their  advice 

that  this  would  have  been  destructive  to  yourself,  your  husband. 


and  your  children? 

CLAUSEN: 

Yes,  I 

do 

• 

SCHACHT: 

I have 

no 

questions . 

STELLAR: 

Dr . Li 

? 

LI:  No. 

STELLAR: 

I want 

to 

thank  you  all  very  much. 

will  consist  of  Dr.  Melvin  Schwartz,  Dr. 
Mary  Kozonis.  Our  first  speaker  in  this 
Schwartz,  Professor  of  Psycho-Neurology, 
School  of  Medicine.  Dr.  Schwartz. 


Our  next  group 
Homer  Weir,  Joanne  Reuss 
group  is  Dr.  Melvin 
Wayne  State  University 
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TESTIMONY  OF 
MELVIN  SCHWARTZ,  Ph . D . 
PROFESSOR  OF  PSYCHO-NEUROLOGY 
WAYNE  STATE  UNIVERSITY 
SCHOOL  OF  MEDICINE 


StTlWARTZ : Thank  you.  I would  like  to  explain  first,  if  I 

niiKht,  what  a neuropsychologist,  or  as  was  listed  in  the  program 
as  a psychoneurologist,  is.  In  the  last  five  or  ten  years  there 
has  been  a developing  field  within  clinical  psychology  called 
neuropsychology,  mainly  involving  individuals,  clinical  psychol- 
ogists who  spend  most  of  their  commitment  working  in  neurologic 
settings,  particularly  in  medical  centers,  and  in  my  case,  at 
Wayne  State  University  Medical  .School. 

As  the  result  of  being  the  psychologist  in  the  Neurology 
Department  at  Wayne  State  Medical  School,  I,  of  course,  have  come 
into  contact  with  many  patients  with  Huntington’s  disease  and 
have  observed  both  the  effective  and  ineffective  treatment,  the 
effective  and  ineffectiveness  in  certain  approaches  to  Huntington's. 
And  I would  like  to  outline  for  you  today  some  of  my  impressions 
of  the  problems  as  they  stand  now,  and  possible  solutions  toward 
these  problems. 

The  problem  of  Huntington's  disease  is,  as  has  been  mentioned 
earlier  this  morning,  very  similar  to  w'hat  is  seen  in  most  of  the 
chronic  neurologic  diseases.  And  I view  the  problem  from  a very 
inter-professional  point  of  view';  namely,  as  a problem  not  merely 
for  patients  with  Huntington's  disease,  but  for  doctors  treating 
Huntington's  disease,  and  particularly  for  physicians  and  neurol- 
ogists involved  in  such  treatment. 

There  is  a gross  pessimism  that  covers  completely  as  a blanket 
the  field  of  medicine,  and  particularly  neurology,  with  regard  to 
chronic  disease.  The  presence  of  chronic  disease  is  in  itself  a 
paradoxical  feature  when  one  compares  this  to  the  Hippocratic  oath 
that  a physician  takes. 


Now,  I speak  again  as  an  observer  of  physicians,  not  being  a 
physician  myself,  but  rather  being  a psychologist.  And  if  one 
talks  about  a helping  profession  and  one  faces  a chronic  disease, 
it's  rather  easy  to  see  how  a physician  would  simply  duck  out  of 
the  problems  of  dealing  with  Huntington's  disease  because  this  is 
obviously  in  opposition  to  everything  he's  learned  and  he  feels 
entirely  frustrated  in  dealing  with  this  situation. 
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And  as  a result,  any  approach  that  deals  with  supportive 
treatment  for  Huntington’s  disease  has  been  completely  over- 
looked and  completely  neglected  by  the  profession  of  neurology 
about  which  I feel  I can  speak  most  closely.  This  includes,  of 
course,  what  has  been  mentioned  to  you  earlier  this  morning  with 
regard  to  patients,  with  regard  to  the  spouses  of  patients,  and 
the  at-risk  relatives. 

So,  the  underlying  issue  really  is  chronic  neurologic 
disease  and  the  factor  of  "let’s  not  waste  our  time  looking  at 
this  particular  problem." 

The  solutions  to  these  problems,  as  has  been  noted  earlier, 
rest  in  part  with  research,  but  research  really  represents  a 
cop-out  in  the  terms  that  we  all  look  at  it.  Research  is  something 
that  will  be  coming  in  the  future.  Research  is  som.ething  that  has 
been  mentioned  by  our  last  speaker  as  something  that  will  cost 
millions,  millions  perhaps  that  really  are  not  available  yet. 

This  is  really  overlooking  the  problem  today,  overlooking 
the  problem  of  the  patient  and  the  family  with  Huntington’s 
disease  as  it  exists  today.  And  to  the  extent  that  we  can  allow 
ourselves  to  be  deluded,  deluded  in  the  sense  of  having  a delusion 
that  these  needs  in  the  future,  although  certainly  they  must  be 
kept  on  the  drawing  board,  are  important,  we  will  be  neglecting 
the  problems  of  the  Huntington’s  patient  today. 

So,  really  what  is  required  is  development  now,  in  the  present, 
of  centers  for  treatment  of  the  problems  of  the  Huntington’s 
patient,  including  diagnosis  and  risk  identification  centers; 
centers  that  would  include  programs  in  genetic  counseling;  pro- 
grams in  individual  and  family  counseling;  programs  in  which 
patients  with  Huntington’s  disease  could  be  carefully  evaluated, 
such  that  their  functional  deficits  could  be  revealed.  And  in 
always  revealing  the  functional  deficits  of  a patient,  one  is 
always  faced  with  the  possibility  that  there  may  be  some  strengths 
that  this  patient  has.  And  although  it  may  be  many  years  yet  be- 
fore the  patient  actually  requires  a nursing  situation,  there  may 
be  much  available  in  that  individual  that  can  be  used  cons tructiv'ely . 

And  to  the  extent  that  we  even  today  focus  on  doing  psycho- 
therapy, for  example,  with  a cancer  patient  who  may  have  only  days 
or  hours  to  live,  why  do  we,  in  fact,  neglect  the  patient  with 
Huntington’s  who  may  have,  in  fact,  10  or  15  years  to  live,  a 
number  of  which  of  those  years  may,  in  fact,  be  rather  productive 
ones,  particularly  in  the  early  phases. 
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Aiu'thfi  teature  of  such  Huntington's  centers  would,  of  course, 
iiuliuic  trial  research  programs  and  public  education  programs. 

lUii  It  riu;.t  net  stop  with  public  education  because  the  real  lack 
1 r.  I'un  t 1 ngt  on  ' s disease  education  is  in  medical  education.  This 
hab  I'oon  rK'ted  before  by  some  of  the  distinguished  patients  who 
have  bet n speaking  to  us,  but  nevertheless,  medical  education  as 
tegaid'-  the  treatment  {)rograms  that  I've  outlined  to  you  earlier 
i a 1 r f s t entirely  lacking. 

Medical  education  in  Huntington's  disease  today  is  a chapter 
or  a page  in  a textbook,  it's  the  observation  of  a patient,  and 
the  j' re s en t a t ion  by  a staff  of  physicians  who  indicate  that  this 
is  an  untreatahlc  disorder,  and  hence,  we  can  close  our  books  and 
just  determine  wl.ere  we  can  follow  that  patient  along. 

Sr,  really  in  a sense,  if  we  carry  this  to  its  final  conclu- 
sion, the  statement  that  early  diagnosis  is  important  really  is  a 
n.yih  unless  early  diagnosis  leads  us  to  the  treatment  outcomes  and 
ti-.e  treatment  programs  that  I've  outlined  for  you  today.  Thank  you 
very  much, 

STbU.AR:  Dr.  Li,  Dr.  Schacht? 

St.HACin  : You  mentioned  that  physicians  are  sadly  lacking  in 

educational  background  with  regard  to  H.D.  Do  you  feel  that  the 
c.tlier  disciplines,  social  work,  nursing,  genetics,  are  particularly- 
trained  or  have  sufficient  background? 

SCHWARTZ:  I appreciate  very  much  your  raising  that  question 

and  I would  not  leave  my  own  profession  of  clinical  psychology  out 
of  that  group  that  you  mentioned  by  any  means.  But  nevertheless, 
it  one  looks  at  the  manner  in  which  funding  derives  in  Am.erica  for 
research  it  is  obvious  that  medicine  controls  the  purse  strings 
completely.  Medicine  makes  the  major  advisory  statements  to  boards 
of  budgets,  and  so  on,  and  therefore  in  that  it  is  providing  the 
leadership,  w'e  have  to  go  where  the  leadership  direction  is  and 
educate  in  that  direction. 

On  the  other  hand,  those  of  us  who  work  from  the  outside  of 
medicine  have  to  realize  that  if  medicine  no  longer  wishes  to  take 
charge  that  w'e  will  move  in  and  fill  that  gap  and  substitute  for 
them  if  they  wish  to  give  up  this  responsibility. 

STELLAR:  I'd  like  to  mention  once  again,  it's  not  necessary 

to  talk  directly  into  the  microphone.  Just  place  it  back  a little 
bit  and  toward  the  other  speaker,  then  it  will  be  transmitted 
nicely. 
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Also  for  those  speakers,  or  potential  speakers,  who  were 
not  here  at  the  beginning,  I want  to  remind  you  that  we’d  like 
to  keep  your  opening  statement  to  five  m.inutes  or  less,  as  has 
been  done  very  nicely  right  along.  Any  other  questions? 

WEXLER:  A string  of  them. 

STELLAR:  Go  ahead. 

WEXLER:  I think  you  answered  the  question  about  clinical 

psychology  training  and  I would  like  to  reinforce  that.  I know 
Dr.  Doehrman  also  feels  that.  I think  we  are  not  equipped  to 
deal  with  the  neuropsychological  problems,  or  the  emotional  prob- 
lems of  neurological  patients  from  my  own  training  and  experience. 

Do  you  think  it  would  be  valuable  to  have  in  your  research  center, 
combinations  of  neurological  patients;  patients  with  free  ataxia, 
Huntington's,  multiple  sclerosis,  et  cetera?  Do  you  think  it 
would  be  appropriate  to  have  a center  which  would  com.bine  patient 
groups  ? 

SCHWARTZ:  I think  that  combination  of  patient  groups  does 

make  for  easier  economic  situations.  It  does  make  for  appropriate 
control  groups  in  terms  of  experimentation.  But  I think  that  this 
has  to  be  a secondary  feature  in  that  again  this  could  delude  us 
into  centers  for  neurologic  disease,  rather  than  focusing  on  a 
specific  problem.  And  I think  that  the  Commission  should  keep  its 
focus  strictly  on  Huntington's  disease  and  not  get  too  carried 
away  with  the  other  disease  groups. 

WEXLER:  You  once  mentioned  you  had  a hotline  for  multiple 

sclerosis  patients.  Do  you  think  this  would  be  appropriate  for 
Huntington's  patients?  Do  you  now  have  counseling  treatment 
services  for  psychological  and  genetic  counseling  available? 

SCHWARTZ:  We  have  not  reached  the  state  where  we  have  educated 

our  own  physicians  with  respect  to  Huntington's  disease  and  crisis 
services  in  the  sense  that  we  have  for  multiple  sclerosis.  I could 
describe  the  program  in  30  seconds.  It  merely  consists  of  my  office 
and  telephone  number,  home  and  office,  whereby  24-hour  service  is 
available  for  crises.  And  we  have  had  emergency  runs  in  the  middle 
of  the  evening  for  patients  who  are  sitting  on  the  phone  indicating 
that  they  are  holding  a gun  to  their  heads,  and  solved  situations 
at  that  level,  all  the  way  down  to  patients  who  are  involved  in  a 
physical  conflict  with  their  spouses,  and  so  on. 

WEXLER:  Are  you  funded  for  that? 
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S(.;HWARTZ : We  are  funded  only  insofar  as  our  time  and 

sal.iriis  from  the  University,  but  not  specifically  for  that  pro- 
>.ram-^io.  What  we  do,  when  we  use  that  time  for  those  services, 
uf  must  use  the  remainder  of  our  time  to  make  up  for  those 
activities  which  we  were  substituting  for. 

STII.I.AR:  I'd  just  like  to  say  one  thing  about  the  indif- 

lerence  of  the  medical  profession  to  Huntington's  disease  to 
point  out  that  it's  an  indifference  to  almost  any  disease  which 
cannot  really  be  helped  directly  by  the  treating  physician. 

1 Ii  i s is  a natural  response  of  any  human  being  when  he  cannot  do 
what  he  would  like  to  do.  He  does  tend  to  turn  away  or  he  says 
to  himself  that  he's  being  practical;  there's  nothing  you  can  do 
for  this.  And  he  might  be  as  kind  as  he  can,  but  he  will  not  be 
interested  or  stimulated  to  study,  to  look  into  it  to  find  better 
w a >■  s . 


But  I can  say  this  too,  that  as  soon  as  there  is  a group  of 
individuals  who  are  interested,  the  rest  of  the  profession  is  only 
too  glad  to  refer  the  patients  and  to  help  out  as  best  they  can 
to  get  the  patient  into  proper  hands.  So  this  is  a problem  really 
of  human  nature;  no  one  likes  to  deal  with  something  he  cannot 
help. 


And  it's  definitely  true,  as  has  been  stated,  that  the  medical 
profession  has  been  indifferent  to  Huntington's  disease  and  similar 
diseases  for  that  very  reason.  But  I think  that  this  kind  of 
activity  we're  carrying  on  here  can  make  all  the  difference  in  the 
world.  But  most  important,  of  course,  is  to  find  better  ways  to 
treat  the  patient  and  try  to  prevent  the  disease. 

I'll  call  on  our  next  speaker.  Dr.  Homer  F.  Weir,  Senior 
Medical  Advisor,  Health  Care  Services,  Michigan  Department  of 
Mental  Health. 
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TESTIMONY  OF 
HOMER  F.  WEIR,  M.D. 

SENIOR  MEDICAL  ADVISOR 
HEALTH  CARE  SERVICES 
MICHIGAN  DEPARTMENT  OF  MENTAL  HEALTH 

WEIR:  Good  morning.  My  role  in  the  Department  is  largely 

to  deal  with  planning,  particularly  in  dealing  with  the  problems 
of  providing  and  meeting  medical  care  problems  across  the  board. 

That  is  not  only  within  our  own  institutional  setting,  but  in 
relationship  to  those  individuals  who  come  under  the  surveillance, 
if  you  will,  of  the  Michigan  Department  of  Mental  Health,  whether 
they  be  in  the  community  setting  or  whether  they  be  in  an  insti- 
tutional setting. 

The  Michigan  Department  of  Mental  Health  has  authority  under  Act  258,  the 
Mental  Health  Code  of  1974,  to  "function  in  the  areas  of  mental  illness, 
mental  retardation,  organic  brain  and  other  neurological  impairment  or 
disease...."  and  in  this  functioning  "may  provide,  on  a residential  or  non- 
residen Lidl  basis,  any  type  of  patient  or  client  service  including  but  not 

limited  to  prevention,  diagnosis,  treatment,  care and  rehabilitation." 

Also  under  the  Code,  the  Department  shall  endeavor  to  develop  and  establish 
arrangements  and  procedures  for  the  effective  coordination  and  integration 
of  all  public  mental  health  services,  and  for  effective  cooperation  between 
public  and  non-public  services,  for  the  purpose  of  providing  a unified  system 
of  statewide  mental  health  care.  I believe  that  the  above  Mental  Health  Code 
definition  of  these  duties  of  the  Department  constitutes  an  adequate  legal 
authority  for  the  Department's  agencies  to  provide  many  needed  services  for 
patients  vnth  Huntington's  Chorea  and  for  their  fam.ilies. 

What  is  the  population  at  need  in  Michigan?  Using  the  frequency  rate  of 
4.12/100,000  found  by  the  Michigan  survey  done  by  Drs.  Reed  and  Chandler 
of  the  University  of  Midiigan,  and  apply  these  figures  to  the  present  Michigan 
population  (8,938,819)  there  should  be  368  individuals  afflicted  with  Huntington's 
chorea  in  this  state.  From  incomplete  figures,  approximately  45  of  these 
individuals  are  residents  of  Department  of  Mental  Health  mental  hospitals. 

In  other  words,  direct  care  services  for  about  12%  of  Michigan's  patients 
with  Huntington's  Chorea  arc  provided  in  the  Department's  Mental  Hospitals. 

In  all  probability  those  patients  suffering  mainly  the  choreic  aspects  of 
the  disease  will  not  have  presented  themselves  to  community  mental  health 
agencies  who  serve  mainly  the  mentally  ill  and  the  retarded,  but  who  can 
serve  those  affected  by  this  disease  entity. 
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/ ■ •’  . ;r  r can  be  provided  to  patients  with  the  disease  and 

• • • i"  ii.-  , I'lOrih  (he  auspices  of  the  Department's  genetic  screening 

I •.  ' : . Center  on  appropriate  referral  by  community  mental  health 

I f *■  . . This  now  facility  has  until  now  dealt  primarily  with 

• , t‘i\i  ;no'  i'-  cifid  appropriate  counseling  for  individuals  served  by 

w,  ii' J o’i(;;at'Gnt  services  of  state  developmental  centers.  Most  new 

. f(  r f'r'viccs  from  these  centers  are  on  behalf  of  individuals  much 
> f ’rj'-  *he  I’sj.l  ages  of  onset  of  Huntington's  Chorea.  Genetic  counseling 
‘ pr'vi  ' ' Ly  genetic  departments  of  Wayne  State  Medical  School, 
lb'  ' ;v  )'  itv  of  (Michigan  Medical  School,  Michigan  State  University  College 
(.(  , r ■'  li' ir'o,  and  Henry  Ford  Hospital.  On  request,  the  Hawthorn  laboratory 

c .r  ; ' V .it  ■ ^T'Ctic  counseling  concerning  Huntington's  Chorea  from  one  of  the 
..  , ‘ic:.  dcpjrti .rnts . Since  there  is  presently  no  metabolic  screening 

' ■ if’  iiMd,  the  laboratory  itself  can  offer  no  service  other  than  referral 
fr--  tiv,  counsel  inq. 


A ; ■ M b.  resource  for  neurology  services  may  well  be  possible  when  the  statewide 
C'l'ilv.'y  I'foqtam  becomes  a reality.  One  goal  of  this  program  is  to  provide 
O'- ;i  • .1  consuUative  neurological  diagnostic  and  treatment  services.  This 
ri  ( (in  certcfinly  be  available  to  primary  physicians  providing  medical  care 

tt'f  "o  I Ml  lent  with  Huntington's  Chorea.  Referral  by  this  regional  service  to 
co  T-.,in(y  mental  health  boards  for  supportive  services  for  the  patient  and  his 
f(V  11>  v.ill  certainly  be  an  aspect  of  available  service  when  the  state  epilepsy 
I'.; . •i\  "f  is  in  o[fr-r,:t  ion  . 

Presen'.'/  the  b5  community  mental  health  boards  in  the  state  can  provide  access 
to  [ ’.yc' bloqi sts  and  social  workers  trained  in  providing  counsel  ing  and  otfier 
support  services  to  the  patient  and/or  trie  family. 

In  conclusion,  it  is  the  goal  of  the  Department  of  Mental  Health  to  support  and 
provid-j  access  to  community  mental  health  services,  to  individuals  in  need. 

The  Michigan  Department  of  Mental  Health  is  prepared  to  assist  the  Com, mission  in 
the  tas^  of  assuring  that  the  patient  with  Huntington's  Chorea  and  his  family  have 
comp'le'if;  access  as  needed  to  the  preventive,  diagnostic,  treatment,  and  other 
appr-opriatc  support  services. 
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STELLAR:  Thank  you  very  much.  Dr.  Li,  do  you  have  any  ques- 

tions? Dr.  Schacht? 

SCHACHT : When  you  were  reading  from  the  Mental  Health  Code, 

I'm  not  sure  I heard  it.  Did  you  read  that  the  mental  health 
centers  may  provide  or  must? 

WEIR:  "May  provide  on  a residential  or  any  type  services." 

This  is  an  authorization,  however,  if  you  go  down  later  in  what 
I was  reading,  it  says,  "Department  shall  endeavor  to  develop  and 
establish  arrangements,"  and  so  forth.  I'm  incidentally  quoting 
out  of  context.  There  are  other  aspects  which  spell  out  that 
these  are  duties  and  not  just  allowable. 

SCHACHT:  It's  directive;  it's  not  permissive. 

WEIR:  It's  not  permissive;  no,  it's  not  at  all.  It's  a very 

strong  Code. 

SCHACHT:  Did  you  also  say  that  the  mental  health  centers  are 

available  for  treatment  for  physical  handicaps?  This  was  when  you 
were  talking  about  the  chorea  form  movements. 

WEIR:  Under  the  Code  there  is  no  question  that  this  is  a 

function.  Under  the  present  operational  mode  I would  say  that  this 
probably  does  not  occur  very  often.  I think  the  problem  may  be 
that  because  of  the  previous  nature  of  the  community  health  boards, 
in  a sense  the  input  of  people  with  problems  like  this  has  been 
very  little.  It  has  not  been  looked  upon  as  an  area  for  handling 
many  of  these  problems,  which  under  the  Code  rather  faithfully  can 
be  done.  Does  that  help  or  make  it  worse? 

SCHACHT:  No.  It's  a question  then  actually  of  these  families 

coming  in  and  demanding  services  and  resources,  but  they  don't  know 
that  they  have  that  right  to  demand. 

WEIR:  Yes,  the  pattern  of  response  for  this  type  of  thing,  and 

I don't  think  it's  been  established  very  well. 

STELLAR:  Dr.  Wexler? 

WEXLER:  I'm  curious,  in  view  of  your  emphasis  on  genetic  pro- 

grams, how  you  came  to  be  associated  with  an  epilepsy  regional 
program . 

WEIR:  I think  this  is  simply  one  facet,  and  I don't  want  to 
take  up  a lot  of  time  on  it  with  the  problems  and  the  interesting 
application  of  developing  a statewide  epilepsy  program.  But  I 
think  this  is  simply  trying  to  say,  and  what  we  are  directing  our- 
selves towards,  is  saying  that  these  services  for  the  epileptics 
represent  in  many  areas,  deficiencies  in  staffing  that  are  needed 
for  a great  many  other  things,  epilepsy  being  one  of  them. 
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Neurologists,  for  instance,  in  the  State  of  Michigan  tend 
to  sit  on  the  southeast  end  and  we’re  saying,  ’’All  right,  how 
Jo  we  induce  them,  individual s,  to  function  at  the  regional  level. 
Sc,  there  arc  adequate  consultative  services  available.  These 
services  are  not,  and  I hope  I said  in  here,  would  not  be 
restricted. 

Novs , what  is  the  concern  of  the  epilepsy  group  as  to  whether 
they  should  or  should  not  be,  I think  is  an  interesting  concept. 
The  Pepartment's  concept  is  not  that.  We  are  also  working  on  the 
statewide  program,  for  instance,  in  trying  to  see  what  we  can  do 
about  developing  coordination  and  use  of  dental  services,  some- 
thing I heard  mentioned,  for  the  developmentally  disabled. 

Again,  we  have  no  interest  in  developing  this  type  of  thing 
just  for  a small  or  even  a specific  large  group  of  individuals. 
We're  talking  about  providing  services  for  individuals  who  have 
handicaps.  I think  that’s  the  goal. 

WliXLER:  Is  the  epilepsy  program  a State  initiative? 

WEIR:  Yes,  as  a matter  of  fact,  the  present  epilepsy  com- 

mittee which  is  working  on  this  thing  was  started  at  the  request 
of  the  developmentally  disabled  council  and  it  requested  the 
Department  then  to  convene  the  committee  which  has  been  working.. 
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TESTIMONY  OF 
JOANNE  REUSS 
RESEARCH  ASSOCIATE 
MATERNAL  AND  CHILD  HEALTH 
SCHOOL  OF  PUBLIC  HEALTH 
UNIVERSITY  OF  MICHIGAN 

REUSS:  The  United  States  desperately  needs  a national  plan  for  medical 

and  social  assistance  to  persons  afflicted  with  Huntington’s  Disease,  and  a national 
commitment  to  the  eradication  of  Huntington’s  Disease.  I say  this  from  two 

perspectives:  1)  as  a public  health  professional  concerned  with  the  develop- 

ment of  an  equitable  and  rational  health  policy  for  all  American  citizens; 
and  2)  as  a person  who  has  known  and  worked  with  families  suffering  from 
Huntington’s  Disease  for  several  years  through  the  Committee  to  Combat  HD. 

I would  like  to  speak  first  from  the  public  health  perspective.  HD  is 
a disease  which  afflicts  thousands  of  families,  is  long-term  and  debilitating, 
and  can  be  expected,  if  not  controlled,  to  touch  many  more  thousands  of 
families  as  generations  progress.  HD  is  a major  public  health  problem. 

The  health  and  social  resources  available  for  the  care  and  maintenance  of 
individuals  and  families  afflicted  with  HD  have  not  yet  been  tapped  to  meet 
the  full  extent  of  need,  and  as  the  number  of  persons  afflicted  continues 
to  Increase,  so  will  the  need  for  services.  It  is  therefore  in  the  best 
interest  of  this  country  to  devote  its  research  resources  to  identifying 
a control,  and  better  yet,  a cure  for  HD. 

The  natural  history  of  Huntington’s  Disease  is  such  that  afflicted 
families  require  an  extensive  array  of  social  and  medical  services.  I say 
families  deliberately,  because  HD  is  a disorder  which,  by  definition,  affects 
all  members  of  the  family — the  patient,  the  spouse,  children,  and  grandchildren. 

As  you  have  already  heard  in  testimony,  HD  is  a genetic  disorder.  Each 
child  of  an  HD  parent  has  a 50-50  chance  of  having  the  defective  gene,  and 
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'n.  r.;  >r*-  drvt- 1 op  i np,  HD.  The  average  age  of  onset  is  in  the  third  decade. 

;'i.-  . . 'tis.qu.'m  os  of  this  are  that  each  child  of  an  HD  parent  must  not  only 
•,'itii  r ttu-  omotii'nal  trauma  of  watching  his  or  her  young  parent  become  more 
iiul  nor.-  ill  and  eventually  die,  but  this  same  child  must  spend  an  average 
oi  .^1)  vf.irs  waiting  and  wondering  whether  he  or  she  too  will  be  stricken, 
liiirinp  this  time  he  or  she  must  also  make  decisions  about  marriage  and  child- 
lu-arine.  The  stress  of  this  long-term  anxiety  is  enormous,  and  requires 
tremendous  support  from  family  members,  friends,  and  ideally,  if  possible, 
t rom  professional  mental  health  practitioners  and  genetic  counselors.  It  is 
i-asv  to  see,  from  this  description  of  the  needs  of  one  family  member,  how 
necessary  it  is  that  social  and  health  resources  be  available  to  all  HD  family 
members.  And,  by  available,  I mean  that  social  and  mental  health  services 
should  not  only  be  accessible,  but  families  with  average  Incomes  should  not 
have  to  withstand  the  costs  of  such  services.  These  services  should  be  part 
of  a package  of  services  available  to  any  American  citizen  with  such  obvious 
needs  as  this. 

From  the  point  of  view  of  the  patient,  the  situation  is  even  worse. 

During  the  early  stages  of  HD,  the  afflicted  person’s  very  livelihood  is 
usually  threatened,  not  to  mention  the  threat  of  living  with  a condition 
which  will  render  the  patient  increasingly  dependent  upon  others.  It  should 
be  the  task  of  the  health  care  industry  to  make  sure  that  the  social  con- 
comitants of  illness  be  part  of  the  care  process.  While  there  is  so  far 
little  that  can  be  done  to  treat  the  physiological  aspects  of  HD,  much  can 
be  done  to  alleviate  the  suffering  that  comes  with  the  social  problems  caused 
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by  HD.  For  these  reasons,  a ''team''  of  health  care  professionals  must  be 
available  for  the  treatment  of  HD  families.  Physicians  cannot  be  expected 
to  provide  all  services  required  of  HD  patients,  but  since  they  are  often 
"front-line"  providers  of  care,  they  must  be  educated  to  know  where  and  to 
whom  patients  and  families  can  be  referred  for  assistance  with  such  concomitant 
problems  as  loss  of  employment,  cancellation  of  insurance,  divorce,  etcetera. 

And  they  must  accept  the  responsibility  to  see  that  these  services  are  received. 

Finally,  as  a public  health  representative,  I would  like  to  state  that  HD 
is  a perfect  example  of  the  type  of  disorder  whose  service  requirements  would 
be  covered  under  a national  catastrophic  health  plan.  As  the  situation  cur- 
rently exists,  a family  with  a long-term  debilitating  disorder  such  as  HD 
must  first  exhaust  its  own  resources  and  that  of  their  private  insurance  plan, 
which  is  rarely  adequate.  Then  the  family,  now  poor,  may  be  eligible  for 
public  and  medical  assistance  under  AFDC  and  Medicaid.  I think  this  system 
is  ridiculous — that  a family  that  happens  to  be  singled  out  to  suffer  HD  must 
also  then  suffer  the  social  and  emotional  consequences  of  poverty  and  welfare. 
All  poverty  is  a national  disgrace,  but  this  is  double  jeopardy. 

It  is  only  common  sense  that  this  nation  protect  its  scarce  resources  in 
the  long  run  by  devoting  resources  to  the  control  and  eradication  of  HD  through 
intensive  research  efforts,  and  that  in  the  meantime,  it  develop  a national  plan 
that  provides  for  rational  and  equitable  distribution  of  available  health  care 
resources  to  all  needy  persons. 
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I would  like  to  say  a few  additional  words  from  a personal  perspective: 

I h.ivi-  known  many  families  with  HD  for  several  years.  I have  witnessed  in 
thi-sf  poople  the  recognition  and  acceptance  of  their  own  responsibility  to 
fight  the  disorder  that  threatens  them.  I have  witnessed  unparalleled  deter- 
mln.it  ion  and  energy  devoted  to  the  struggle  to  control  and  eradicate  HD.  I 
h.ivi"  witnessed  endless  hours  of  efforts  by  these  families  to  raise  money  for 
roso.irch , to  educate  themselves  and  others  concerning  personal  and  national 
consequences  of  HD,  and  to  inform  members  of  the  social  and  health  care 
industry  of  the  needs  of  HD  families.  But  it  is  clear  that  they  cannot  do  it 
alone.  They  need  the  concern  and  help  of  their  fellow  citizens  who  are  lucky 
enough  to  have  escaped  HD. 
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STELLAR:  Thank  you  very  much  for  this  informative  report. 

Any  questions  from  the  Commissioners?  Dr.  Wexler? 

WEXLER:  I would  like  to  add  that  you  have  also  given  many 

hours --many,  many  hours  counseling  the  families  with  H.D.  for 
which  I think  many  people  are  grateful. 

As  a professional  question,  in  your  research  on ‘the  quality 
of  medical  care,  and  in  the  School  of  Public  Health  here  at 
Michigan,  which  is  a very  good  one,  is  there  any  emphasis  either 
for  discussion  of  medical  care  for  Huntington's  patients  or  for 
other  patients  with  similar  chronic  neurological  conditions? 

REUSS:  Well,  I’m  sorry  to  have  to  answer  that.  The  only  time 

I've  ever  encountered  a reference  to  Huntington's  disease  specifi- 
cally in  the  School  of  Public  Health  in  the  three  and  a half  years 
that  I've  been  both  a student  and  an  employee  there,  is  in  their 
reproductive  biology  course  where  Huntington's  disease  is  usually 
used  as  the  example  of  the  chromosome  in  dominant  transmission  of 
genetic  disorder. 

But  I would  add  that  there  are  a lot  of  concerns  in  the  School 
of  Public  Health  for  the  equitable  distribution  of  health  resources, 
understanding  that  families  that  are  stricken  with  any  kind  of 
chronic  disorder  that  exhausts  their  own  resources,  that  it  is  in- 
equitable that  they  be  required  to  withstand  the  cost  of  that. 

And  that  a lot  of  persons,  you  know,  economists,  and  people 
in  the  School  of  Public  Health  believe  that  a catastrophic  health 
plan,  or  better  yet,  national  health  insurance,  is  the  answer  to 
making  more  equitable  the  distribution  of  dollars  spent  for  health 
in  this  country. 
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TESTIMONY  OF 
MARY  L.  KOZONIS 
SOCIAL  WORKER 
UNIVERSITY  HOSPITAL 

KOZONIS:  My  name  is  Mary  L.  Kozonis.  I am  a clinical  social  worker  at 
University  Hospital  and  I cover  Neurology,  Neurosurgery,  Otology,  and  the 
Ophthalmology  services.  I would  like  to  state  some  of  my  observations 
and  feelings  regarding  the  social  management  of  Huntington's  Disease. 

When  one  looks  at  the  effects  of  Huntington's  Disease,  one  must  look  at 
the  patient  and  family.  The  patient  may  be  the  one  who  directly  has  the 
disease,  but  the  family  also  suffers  the  consequences  as  well. 

Huntington's  Disease  patients  are  people  who  have  had  their  lives 
"swept  out  from  under  them."  The  time  that  the  majority  of  people  show 
signs  of  it  is  usually  in  the  "prime  of  their  lives,"  which  ordinarily 
is  between  the  ages  of  35  and  50.  My  patients  feel  it  unfair!  They 
either  have  families  or  they  are  enjoying  their  grandchildren.  Financially 
they  are  generally  at  the  peak  of  their  careers.  Many  feel  that  ordinarily 
between  the  ages  of  35  and  50  the  turmoil  of  life  settles  and  a mellowness 
happens.  This  should  be  the  time  to  sit  back  and  enjoy  the  "riches"  of 
life.  Huntington's  Disease  patients  and  their  families  don't  get  to  enjoy 
that  tranquility  long.  A bomb  is  suddenly  dropped  when  Mr.  X and  his 
family  observe  and  feel  certain  things  happen  to  him.  He  is  starting  to 
show  signs  of  loss  of  motor  control,  changes  in  gait,  loss  of  memory, 
physical  exhaustion  and  finally  mental  deterioration.  It  seems  the  majority 
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of  my  patients  first  showed  personality  changes,  i.e.  loss  of  judgement, 
temper  tantrums  and  emotional  instability,  which  is  the  reason  the  social 
work  referral  was  requested. 

Unless  a family  knows  that  a patient  has  Huntington's  Disease  in 
his  family  history,  they  tend  to  become  angry  at  the  early  symptoms  or 
look  strictly  for  psychiatric  help.  This  is  an  embarrassing,  as  well  as 
an  anger-producing  time  for  the  family.  It  brings  with  it,  after  the 
patient  has  been  diagnosed  with  Huntington's  Disease,  much  guilt  from  not 
being  understanding  and  seeking  the  proper  help. 

For  the  patient,  he  or  she  is  in  a "fog."  Something  strange  is 
happening.  They  see  themselves,  and  I quote  from  a patient,  as  "falling 
apart  and  there  is  nothing  I can  do  about  it.  " For  the  patient  or  family 
who  knows  that  this  could  come  later  in  life  because  Huntington's  Disease 
is  genetically  determined,  there  is  possibly  as  much  fear  but  also  the 
realization  that  the  "dreaded  moment"  has  come.  All  prospective  Huntington's 
Disease  patients  seem  to  hold  on  to  the  shred  of  hope  that  it  will  never 
happen  to  them,  that  they  will  be  spared.  This  rarely  happens;  one  out  of 
two  have  it. 

As  with  any  chronic  disease,  many  changes  occur  for  the  Huntington's 
Disease  patient  and  family.  Commonly,  independence  is  gone,  social  roles 
change,  employment  loss  is  threatened,  fear  of  the  genetic  influence  emerges, 
friends  abandon  them,  sexual  activity  is  abolished  or  limited,  and  changes 
in  lifestyle  and  economic  stress  occur.  Economic  stress  seems  to  be  the 
most  commonly  shared  concern  among  Huntington's  Disease  families. 
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Now  that  we  know  somewhat  how  the  patient  and  family  react  to 
Huntington's  Disease  and  what  a catastrophy  it  is,  I would  like  to  ad- 
dress myself  to  the  question  of  "knowledge  versus  fear"  and  how  it  relates 
to  availability  of  resources  and  aids  in  the  emotional  and  financial 
deprivation  of  the  patient  and  family.  It  seems  because  of  the  cost  of 
medical  and  psychiatric  as  well  as  other  necessary  care,  the  family  takes 
the  brunt  of  it.  Huntington's  Disease  patients,  for  many  years  of  their 
illness,  are  not  sick  enough  for  nursing  homes  so  the  complete  responsibility 
is  on  the  family.  Resources  are  limited  for  these  people.  Many  need  full 
time  homemakers  or  nurses  but  can't  afford  these  services.  Even  adver- 
tising for  help  is  usually  futile  since  no  one  seems  to  want  to  take  care 
of  a Huntington's  Disease  patient  even  if  the  family  can  afford  to  hire 
someone.  Huntington's  Disease  seems  to  be  looked  at  in  a "negative"  way 
by  the  public.  Several  of  my  patients  and  families  compare  it  to  "V.D." 

They  feel  the  public  is  ignorant  of  it  and  the  "unknown  is  scarey."  There 
always  seems  to  be  numerous  articles  on  cancer,  heart  disease,  etc.,  but 
how  many  magazine  or  television  stations  have  articles  or  programs  on 
Huntington's  Disease?  Many  of  my  friends  as  well  as  myself  were  first 
exposed  to  Huntington's  Disease  by  the  movie  "Alice's  Restaurant."  The 
Committee  to  Combat  Huntington's  Disease  puts  out  excellent  informative 
literature  on  Huntington's  Disease  but  my  feeling  is  that  it  reaches  patients 
and  families,  but  not  the  general  "health^"public  who  should  be  informed 
and  who  can  become  potential  supporters  of  the  Committee's  efforts.  I have 
heard  several  people  who,  having  seen  a Huntington's  Disease  patient,  think 
they  are  drunk.  One  can't  blame  the  public.  It  is  our  responsibility  to 
make  them  aware  of  the  disease.  There  are  means--  thanks  to  the  media — of 
doing  this.  By  illustrating  to  the  public,  they  can  become  familiar  with 
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the  physical  and  emotional  components  of  the  disease.  Huntington's 
Disease  is  not  alone  in  "public  ignorance."  Multiple  sclerosis,  cerebral 
palsy,  Parkinson's  disease  and  neurological  diseases  generally  seem  to  go 
unnoticed.  One  can  only  speculate  on  the  reason  for  the  public's  general 
fear  of  diseases  of  the  central  nervous  system. 

The  whole  point  of  encouraging  more  input  to  the  public  through 
magazines,  newspapers,  lectures,  etc.,  is  once  the  public  is  aware  of 
something  they  have  a better  reason  to  choose  to  be  financially  and 
emotionally  supportive.  Without  this  understanding,  why  should  they 
support  the  cause? 

If  we  can  get  the  public's  support  maybe  there  can  be  more  research, 
patient  and  family  counseling  programs,  more  financial  aid,  and  last  but 
not  least,  more  community  home  help  programs  to  take  the  emotional  and 
financial  burden  off  the  family. 

In  conclusion,  ignorance  is  not  bliss.  Knowledge  is  the  key  to 
combating  Huntington's  Disease  and  its  consequences.  I see  the  need  for 
more  legislation  for  public  exposure  to  Huntington's  Disease  and  other 
diseases,  to  open  the  doors  to  that  knowledge. 
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WEXLHR:  For  all  those  different  units,  do  you  both  provide 

counseling  and  support  to  patients  and  families?  And  also  are 
you  responsible  for  making  referrals  to  nursing  homes  or  hospital 
placements  and  home  health,  et  cetera? 

KOZONIS:  Okay.  I have  an  assistant  that  works  with  me  on 
the  services.  It  would  be  impossible  to  cover  them  all.  And  I 
would  say  the  majority  of  the  time  is  spent  in  neurology  and  neuro- 
surgery. And  we  do  make  necessary  referrals  to  nursing  hom.es  if 
it's  necessary.  But  we  do  provide  counseling  to  families  and 
patients.  And  my  particular  bias  is  to  do  a lot  of  counseling 
with  families, and  doing  groups. 

WEXLER:  How  often  do  you  see  a patient  and  family  usually? 

KOZONIS:  It  depends  on  the  hospital  stay,  and  it  depends  on 

where  their  location  is.  Since  we  get  so  many  people  from  the 
upper  peninsula,  we  may  not  be  able  to  see  them  as  often.  But  I 
would  say  while  they're  in  the  hospital  I usually  see  them  at 
least  every  day  or  every  other  day. 

WEXLER:  And  you  can  provide  counseling  to  the  family  also 

then? 


KOZONIS:  Right.  And  also  we  do  make  referrals  out  in  the 

community  once  I can  see  what  the  needs  are  and  assess  them  with 
the  family  and  they  tell  me  what  the  needs  are.  Then  we  can  work 
something  out.  But  I'll  tell  you  the  community  resources  are 
very  limited. 

WEXLER:  That  was  my  next  question. 

KOZONIS:  Very  limited.  There  needs  to  be  many  more.  ^ 

WEXLER:  Is  that  both  in  terms  of  mental  health  referrals  and 

also  placement/ hospital , nursing  home  referrals? 

KOZONIS:  Yes.  The  time  that  you  have  to  wait  for  a nursing 
home  is  quite  extensive,  and  as  far  as  other  resources,  a lot  of 
agencies,  family  service  agencies  and  different  agencies,  are  not 
really  aware  of  some  of  these  neurological  medical  diseases.  So, 
one  thing  our  Social  Work  Department  is  doing  here  at  University 
Hospital  is  we're  providing  workshops  every  Spring  now,  trying  to 
get  out  into  the  community  basically  of  the  agencies  so  they  can 
deal  with  these  people  and  feel  comfortable  with  it. 

WEXLER:  Do  you  find  nursing  homes  refusing  to  accept  the 

H.D.  patient? 
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KOZONIS;  I don’t  think  a nursing  home  really  says  they're 
not  going  to  accept  H.D.  patients.  I think  it  just  all  depends 
on  their  behavior,  the  bed  spaces,  and  definitely  the  medical 
coverage . 

WEXLER;  This  is  my  last  question.  Was  your  training,  do 
you  feel,  adequate  to  prepare  you  to  deal  with  the  psychological 
problems  that  I'm  sure  you're  confronted  with  in  counseling  H.D. 
patients  and  families? 

KOZONIS;  My  feeling  is  we're  trained  in  dealing  with  chronic 
illnesses,  which  I see  a lot  of,  but  as  far  as  Huntinaton's  disease 
alone,  no.  A lot  is  from  experience;  a lot  is  going  into  the 
literature  which  I must  say  is  very  limited  on  social  and  emotion- 
al problems. 

SCHACHT : Do  you,  within  your  Department,  have  any  kind  of  an 

outreach  program  where  a staff  from  here  goes  out  into  the  com- 
munity? 


KOZONIS:  No.  We  don't  have  social  workers  to  cover  that. 


SCKACHT : Do  you  consider  that  as  a possibility? 

KOZONIS:  I would  like  to. 


WEXLER:  Are  you  adequately  staffed? 

KOZONIS:  I think  so.  In  the  main  hospital,  in  University 

Hospital,  we  have  about,  I think  it's  ten  social  workers  and  then 
in  the  other  hospitals  here  we  have  about  ten.  I'm  sure  we  could 
always  use  more,  but  in  comparison  to  other  hospitals  I would  say 
we're  staffed  well. 


STELLAR:  Do  you  find  that  as  far  as  insurance  coverage  is 
concerned  most  of  the  H.D.  patients  come  under  Medicaid;  and  if  so, 
is  there  a real  problem,  as  exists  elsewhere,  getting  a nursing 
home  bed  under  Medicaid? 

KOZONIS:  I think  there  is  still  very  much  a problem  with 

that,  and  not  just  for  H.D.,  but  for  Medicaid  in  general.  Nursing 
homes  seem  to  be  a little  bit  reluctant  on  that. 

WEIR:  We  have  established  here  in  Michigan  about  nine 

specialized  nursing  homes;  eight  of  these  deal  with  the  very 
severely  handicapped  retarded.  These  are  proprietary  nursing 
homes;  they  are  supervised  and  programmed.  We  even  put  staff  into 
the  institutions  for  activity  therapists.  We  also  have  one  M.I., 
mental  illness  comparable  nursing  home.  These  places  all  operate 
without  difficulty,  by  the  way.  Well,  without  real  difficulty 
under  Medicaid  aegis. 
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They  are  a difficult  problem  to  establish  and  have  them  func- 
tion, and  I think  they  function  much  better  than  the  average 
skilled  nursing  home  by  any  comparison  that  would  care  to  be  made. 
But  one  of  the  problems  is  providing  medical  care  for  those  under 
some  very  restrictive  types  of  Medicaid  guidelines  for  skilled 
nursing  homes.  Now,  we  are  approaching  this  and  with  the  Depart- 
ment of  Social  Service  trying  to  set  up  appropriate  visits  and 
this  sort  of  thing. 

I mention  this  only  because,  yes,  you  can  get  special  nursing 
homes  to  solve  particular  problems  and  that,  I think,  can  be  done. 

I think  it  is  difficult.  We've  had  a great  deal  of  experience  now 
over  several  years  with  problems  and  are  managing  these.  And  I 
think  you  can  do  it  under  an  appropriate  Medicaid  program.  I think 
"appropriate"  is  the  $64  question.  And  I'm  sure  it  could  be  done 
for  this  group. 

STELLAR:  Well,  thank  you  all  very  much  for  your  statem.ents. 

We'll  go  on  to  what  looks  as  if  it  will  be  the  last  panel  before 
lunch.  And  I'll  call  upon  five  persons  since  there  would  be  one 
left  over  otherwise.  David  Gluckman,  Carol  Yoakum,  Ron  Kelly, 

Mary  Haanes,  and  Jean  Odgers. 

Our  first  speaker  in  this  group  is  David  Gluckman,  of  Com- 
munity Action  Agency. 
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TESTIMONY  OF 
DAVID  GLUCKMAN 
COMMUNITY  ACTION  AGENCY 


GLUCKMAN:  My  testimony  today  reflects  the  research  and 

the  efforts  of  the  Calhoun  Community  Action  Agency  in  trying  to  pro- 
vide supportive  services  to  individuals  and  families  of  individuals 
with  Huntington's  disease. 

The  following  things  are  currently  lacking  but  are  necessary 
to  identifying  a need  for  programmatic  activity,  a need  for  research 
in  provision  of  services,  and  to  obtain  funding  from  private  and 
governmental  sources. 

1.  Outreach . Currently,  there  are  no  existing  programs 
in  most  communities  for  identifying  H.D.  patients  and  families  and 
providing  public  education  and  information  on  a massive  widespread 
basis.  Of  course,  local  CCHD  chapters  are  making  some  efforts  at 
this,  but  their  resources  and  expertise  are  limited. 

Why  do  we  need  programmatic  activity  in  these  two 
areas?  First  of  all,  in  order  to  open  up  Huntington's  disease 
activities  for  funding,  accurate  information  must  be  obtained  as 
to  the  numbers  of  patients  and  families.  How  many  residents  are 
affected  by  H.D.?  Right  now,  we  only  have  estimates  and  guesses. 
However,  we  need  accurate  data  and  information,  and  the  only  way  to 
obtain  this  is  by  a planned  outreach  identification  program. 

Secondly,  public  information  and  education  is  needed 
on  a massive  scale  to  inform  the  public  about  Huntington's  disease. 
When  this  is  accomplished,  the  identification  of  H.D.  families  will 
increase . 


Currently,  fears  about  relationships  with  others,  em- 
ployment status,  insurance,  to  name  a few,  prevent  people  from 
identifying  the  presence  of  Huntington's  disease  in  their  family. 
Some  may  have  the  symptoms;  and  not  even  know  what  the  problem  is  I 
With  an  effective  social  outreach  program,  H.D.  families  will  have 
a place  to  turn  in  times  of  need.  A better  informed  and  educated 
public  will  have  the  resources  to  make  intelligent  decisions  affect- 
ing their  own  lives. 
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Finally,  in  times  of  crisis,  an  H.D.  person  or  their 
family  need  someone  to  listen  and  to  provide  professional  assistance. 
Currently,  there  are  no  programs  of  this  nature  specifically  for  H.D. 
patients  to  refer  to.  What  is  needed  is  a comprehensive  social  out- 
reach program  which  includes  a community  outreach  worker,  a genetics 
counselor,  and  even  a psychologist  to  address  the  needs  of  individuals 
and  families  with  Huntington's  disease. 

To  summarize,  the  first  basic  need  for  programmatic 
activity  is  in  the  area  of  outreach,  to  provide  identification,  in- 
formation and  education,  and  assistance  to  individuals  with  Hunting- 
ton's disease.  A comprehensive  social  research  and  service  program 
of  this  nature  will  be  the  key  to  future  government  and  private 
resources  for  H.D.  programs. 

2.  Lack  of  Trained  Physicians.  A second  need  is  the 
development  of  trained  physicians  who  can  accurately  identify  the 
symptoms  of  H.D.  and  recommend  the  proper  steps  for  its  treatment. 

Case  after  case  is  identified  where  doctors  are  working  with  false 
information  and  making  improper  diagnoses  on  H.D.  patients.  What 

is  needed  here  is  a high  degree  of  cooperation  from  medical  societies 
and  hospitals  to  train  doctors  in  mass,  regarding  the  symptoms  and 
treatment  of  H.D.  patients.  Currently,  only  a few  select  highly 
trained  neurologists  are  aware  of,  and  can  treat  Huntington's  disease 
symptoms.  However,  it  is  a general  assumption  that  the  first  doctor 
to  see  the  H.D.  patients  is  the  general  practitioner  who  is  crucial 
to  the  correct  diagnosis  so  that  proper  referral  and  treatment  can 
in  fact  take  place. 

It  is  evident  that  there  is  no  move  in  this  direction. 

For  instance,  if  one  reviews  the  Michigan  Public  Health  Code  which 
is  under  comprehensive  revision,  there  is  no  mention  of  Huntington's 
disease  or  the  provision  of  information  to  doctors  and  public  health 
departments  on  H.D.  programs  of  this  nature.  Information  and  educa- 
tion on  a statewide  and  national  basis  must  be  provided  to  inform  the 
doctors  about  Huntington's  disease. 

3.  Research . The  final  area  of  concern  that  I would  like 
to  address  is  that  of  research.  Currently,  monies  for  research  on 
Huntington's  disease  are  focussing  on  the  scientific,  genetic,  and 
biological  causes  of  H.D.  and  possible  cures,  as  well  as  other  drug 
related  research.  Granted,  these  are  very  important  and  necessary 
areas  of  research.  However,  there  is  no  money,  governmental  or  pri- 
vate, placed  into  areas  of  social  research.  This  covers  research  of 
need  priorities  among  H.D.  families,  effective  service  delivery,  and 
data  collection,  to  name  a few.  Social  research  is  extremely  important 
in  that  it  covers  service  to  those  individuals  afflicted  with  Hunting- 
ton's disease  and  their  families  solving  social,  physical,  emotional. 
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and  psychological  needs  which  H.D.  individuals  and  families  experi-  i 
ence  on  a daily  basis.  When  a crisis  comes  up,  what  is  the  best  way 
to  handle  it? 

I! 

■I 

This  is  one  of  the  many  questions  that  could  be  explored 
through  social  research.  People  need  help  nowl  Families  with  H.D. 
are  going  bankrupt  when  insurance  companies  cut  off  their  insurance 
in  times  of  need.  More  than  70%  of  H.D.  individuals  and  those  at  risk 
commit  suicide.  Family  break-ups  occur  as  a result  of  the  mental  and  , 
emotional  strain  that  occurs  through  the  pressure  brought  on  by  the 
presence  of  Huntington's  disease  in  a family.  These  are  but  a few 
examples  of  the  things  which  need  attention  nowl 

Scientific  research,  such  as  that  which  is  currently  going 
on,  benefits  H.D.  patients  in  the  long  range  future  while  social 
research  benefits  H.D.  patients  immediately,  determining  ways  to 
deal  with  and  solve  the  most  pressing  of  problems  and  meeting  the 
current  needs  of  H.D.  patients  and  families. 

Currently,  there  are  no  federal  funds  available  for  social  ^ 
research.  The  Calhoun  Community  Action  Agency's  efforts  to  mobilize 
resources  for  this  program  have  been  thwarted.  In  our  efforts  to 
look  for  and  receive  funding  for  a social  research  project  for  H.D. 
patients  and  their  families  through  the  Developmental  Disabilities 
Program  of  Michigan's  Department  of  Public  Health,  we  were  turned 
down  saying  that  H.D.  patients  were  not  eligible  for  funding  under 
this  legislation.  However,  in  fact,  H.D.  patients  are  eligible  for 
these  funds  by  the  definition  put  forth  in  the  Developmental  Dis-  i 

abilities  legislation.  Private  sources  have  also  turned  us  down  i 

because  of  a lack  of  information. 

Therefore,  education  takes  on  another  important  aspect, 
namely  educating  Government  officials  and  legislators  about  Hunting- 
ton's disease  so  that  funding  decisions  in  the  future  will  include 
social  research  programs  for  H.D.  patients. 

In  conclusion,  funding  and  programmatic  activity  for  H.D. 
programs  are  needed  in  three  broad  areas  that  are  not  at  present 
being  considered  for  funding. 

The  areas  of  outreach,  public  information  and  education, 
doctor  and  professional  education,  and  social  research  should  all 
be  considered  top  priority  in  decisions  that  are  to  be  made  in  the 
future  by  the  Commission  for  the  Control  of  Huntington's  Disease  and 
Its  Consequences. 

Thank  you  for  your  time  and  attention. 
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STELLAR:  Could  you  clarify  one  statement  you  made  about  sui- 

cide? Would  you  repeat  what  you  said  and  explain  how  you  support 
it? 

GLUCKMAN:  Huntington's  disease  has  been  known  as  one  of  the 

diseases  with  about  the  highest  rate  of  suicide  of  any  other 
genetic  neurological  disease.  And  the  figure  of  70  percent  is 
one  which  is  not  backed  up  by  research  or  data  because  there  isn’t 


any.  But  it's 

one  that  I have  heard  from... 

STELLAR: 

But  70  percent  of  what? 

GLUCKMAN: 

Of  the  total,  you  know. 

STELLAR: 

Are  you  saying  70  percent  of  the  patients  with 

Huntington's  disease  commit  suicide,  or  70  percent  of  the  suicides 


are  Huntington' 

's,  or  what?  Do  you  know? 

GLUCKMAN: 
patients . 

There  is  a high  rate  of  suicide  among  Huntington's 

STELLAR: 

You're  not  prepared  to  give  the  exact  figures? 

GLUCKMAN: 

No,  I don't  have  the  exact  figures. 

STELLAR: 
stated . 

I think  you  did  have  a figure  of  70  percent  that  you 

GLUCKMAN: 

Yes . 

STELLAR:  May  I suggest  that  unless  you  do  have  the  evidence 

and  are  sure  of  what  is  the  large  number  from  which  you're  quoting 
70  percent,  that  you  omit  that. 

GLUCKMAN:  That's  why  we  need  research. 

STELLAR:  We  would  be  happy  to  hear  whatever  you  can  support, 

but  I think  we  have  to  know  what  the  figure  represents. 

WEXLER:  One  figure  that  I have  drawn  from  one  clinician's 

review  of  the  suicides  among  the  Michigan  population  was  that  the 
number  of  suicides  for  H.D.  patients  and  at-risk  family  members 
was  seven  times  the  national  average  suicide  rate,  which  still  is.. 

STELLAR:  That  is  high  but  that  would  be  a different  figure 

entirely . 

Any  questions  on  this  first  statement?  If  not,  we'll  go  on. 


2-71 


Ann  Arbor,  Michigan 


October  7,  1976 


WEXLER:  Did  you  say  that  the  state  turned  you  down  because 
Huntington's  was  not  included  in  the  definition  of  a developmental 
disability? 


GLUCKMAN:  Yes.  We  have  a letter  to  the  effect  that  Hunting- 

ton's patients  were  not  eligible  for  developmental  disabilities 
monies.  And  this  is  an  area  possibly  that  could  be  pursued  from 
the  Commission's  standpoint  as  to  educating  public  health 
employees,  and  so  forth,  as  to  where  they  stand. 

WEXLER:  Could  we  have  a copy  of  that  letter,  and  were  they 

aware  that,  in  fact,  children  with  Huntington's  disease  are  cer- 
tainly included  in  the  definition  of  a developmental  disability, 
if  not  adults? 

GLUCKMAN:  I'll  send  you  a copy  of  the  letter. 

WEXLER:  Thank  you. 

STELLAR:  Very  good. 

SCHACHT : Does  Michigan  developmental  disabilities  pay  for 

direct  care? 

GLUCKMAN:  I'm  not  absolutely  certain  whether  they  do.  I know 

they  have  many  different  programs.  There's  community  mental  health 
services  that  have  some  funding  under  them,  light  consultation 
centers,  and  this  kind  of  thing,  which  provide  a certain  amount  of 
direct  services  to  developmentally  disabled  patients.  But  I'm  not 
sure  of  the  exact  status  of  it. 

STELLAR:  I'll  call  now  upon  Carol  Yoakum,  Ward  Supervisor, 

Ypsilanti  State  Hospital. 
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TESTIMONY  OF 
CAROL  YOAKUM 
WARD  SUPERVISOR 
YPSILANTI  STATE  HOSPITAL 

YOAKUM:  I an  a Nursing  Service  Supervisor  06  at  the  Ypsilanti  State 
Hospital.  For  the  P^st  four  years  I have  been  the  assistant  tv/enty  four  hour 
charge  on  v.ard  A 1-2. 

This  v/ard  receives  patients  who  are  both  physically  and  mentally  ill.  Most  of  the 
patients  suffer  from  some  form  of  Organic  Brain  Syndrome,  such  as:  arteriosclerosis, 
Alzheimer's  Disease,  senile  dementia.  We  have  also  had  six  patients  v/ith  Huntington's 
Disease.  They  were  undoubtedly  among  the  most  difficult  patients  to  care  for. 

Nursing  care  problems  associated  with  the  patient  suffering  from  Huntington's 
Disease  are  many  and  varied.  He  or  she  requires  a tremendous  amount  of  assistance 
in  all  activities  of  daily  living.  In  m.any  instances  1 to  1 staffing  is  insufficient. 

In  order  to  avoid  injury  to  the  patient  or  staff,  2 to  1 or  even  3 to  1 staff  attention 
is  necessary. 

The  disease  causes  digestive  problems  since  peristalsis  is  affected.  There  is 
constant  choking,  coughing  and  gulping.  Swallowing  is  extremely  difficult.  The 
danger  of  aspiration  is  ever  present  any  time  a Huntington's  patient  takes  anything 
by  mouth,  including  medication,  meals  and  fluids.  Fluids  seem  to  be  especially 
hard  for  then  to  swallow  so  they  must  be  observed  carefully  for  symptoms  of  dehydration. 
If  tiiey  are  still  able  to  feed  themselves,  they  spill  large  quantities  of  each  meal. 
Therefore,  they  must  be  observed  closely  to  insure  adequate  intake.  Spoonfeeding  a 
moving  target  is  difficult,  but  invariably  the  Huntington's  patient  reaches  the 
point  where  he  must  be  spoonfed.  Their  clothing  usually  needs  changing  after  every 
meal. 

Incontinence  of  both  urine  and  feces  becomes  frequent.  They  must  be  specialed 
to  the  bathroom  or  potty  chair  often. 
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The  danger  of  self-injury  is  always  present.  Due  to  the  spastic  movements 
these  people  endure,  they  seem  to  have  new  bruises  daily.  While  the  patient  is 
still  ambulatory  there  are  many  sources  of  potential  injury.  They  fall  often  and 
bump  into  all  sorts  of  inanimate  objects  and  people.  As  they  become  more  helpless 
a variety  of  supportive  measures  become  mandatory,  such  as:  padded  siderails,  tray 

chairs,  diaper  ties,  and  posey  restraints.  These  m.ust  be  used  with  great  caution 
as  the  patient  could  easily  hang  himself  through  his  excessive  moving  about. 

As  the  disease  progresses  the  Huntington's  patient  becomes  subject  to  violent 
outbursts  of  temper.  Deliberate  self-abuse  and  striking  out  at  others  can  then 
become  a daily  or  even  hourly  problem.  In  the  early  stages  of  the  disease,  suicide 
is  a potential  danger  and  proper  precautions  must  be  taken.  As  the  disease  continues 
to  deteriorate  the  brain  tissue,  a variety  of  personality  changes  occur.  Usually 
the  patient  becomes  resistive  to  care,  m^aking  nursing  care  even  more  difficult. 

The  patient's  affect  can  be  flat  or  his  mood  swings  can  be  rapid  and  extreme. 

Some  of  these  patients  enjoy  a lot  of  tender  loving  care  while  others  cannot  tolerate 
it  at  all. 

The  speech  of  the  Huntington’s  patient  is  explosive  and  difficult  to  understand. 
Since  they  cannot  make  themselves  easily  understood,  they  quickly  become  frustrated 
and  angry.  They  dislike  having  to  repeat  themselves  and  are  impatient  when  their 
needs  are  not  met  immediately. 

A great  deal  of  nursing  assistance  or  total  nursing  care  is  required  in  all 
aspects  of  personal  hygiene,  depending  upon  what  stage  of  the '.disease  the  patient 
has  reached.  Bath  time  is  especially  dangerous  due  to  the  double  dangers  of  drowning 
and  the  hardness  and  inflexibility  of  tub  surfaces.  Bumps  and  bruises  are  difficult 
to  prevent  v/hile  bathing  a slippery,  constantly  moving,  and  usually  resistive  patient. 

Teaching  ward  staff  to  care  for  the  Huntington's  patient  is  a challenge.  They 
need  to  understand  the  pathological  implications  of  the  disease  in  order  to  comprehend 
the  many  personality  changes  these  patients  undergo.  There  is  a need  for  strong 
supervision  with  one  eye  out  for  the  patient's  safety  and  the  other  out  for  the  staff's 
safety.  New  staff  must  be  taught  to  approach  the  patient  with  enough  help  to  avoid 
injury  to  either  of  them.  Transporting  this  type  of  patient  safely  usually  requires 
at  least  2 or  3 staff  members.  The  staff  need  to  be  able  to  voice  and  discuss  their 
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o^n  feelings  of  f-.-ar,  anger,  frustration,  and  inadequacy  in  order  to  be  able  to 
op--:-oTch  th'-  patient  v/ith  the  compassion,  patience,  and  firmness  he  requires.  It 
is  difficult  for  new  staff  to  deal  with  terminal  illnesses.  They  find  it  hard  to 
corr.nrehcnd  that  no  matter  how  much  they  do  for  the  patient  it  will  seldom  be 
appriT iated  and  in  no  way  can  halt  the  progression  of  the  disease.  At  present 
d'^ati'.  is  inevitable  and  is  often  the  result  of  choking  and  aspiration.  The  staff 
mu.it  be  made  aware  of  these  dangers;  consequently,  every  meal  becomes  a traumatic 
situation  for  both  the  patient  and  the  staff  member.  The  Huntington's  pai^ient  needs 
both  physical  and  emotional  support  far  beyond  what  most  other  patients  require. 

The  staff  must  be  trained  to  provide  such  support. 

At  present  the  state  hospital  setting  is  usually  chosen  as  a last  resort  when 
the  Huntington's  patient  must  be  placed  in  a hospital.  Consequently,  when  we  do 
receive  these  patients  they  are  usually  in  the  advanced  stages  of  the  disease. 

The  family  , general  hospitals,  nursing  homes,  and  private  institutions  are  no 
longer  able  to  deal  with  behaviorial  manifestations  of  the  disease  or  to  provide 
the  tremendous  amount  of  nursing  care  these  people  require  to  survive  from  day  to 
day.  There  is  still  a painful  stigma  associated  v/ith  the  very  words  "state  hospital." 
Although  the  fa.mily  is  usually  grateful  for  the  care  their  loved  one  receives  it  is 
still  evident  that  they  v/ish  there  was  someplace  more  appropriate  in  which  they 
could  have  placed  him.  However,  the  state  hospital  seems  to  be  the  only  place 
presently  equipped  to  adequately  care  for  the  Huntington's  patient  in  the  advanced 
stages  of  the  disease.  The  ward  staff  senses  these  feelings  on  the  part  of  the 
family,  and  we  do  empathize  with  them.  The  need  for  a different  and  better 
solution  is  very  apparent  to  us  all. 
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STELLAR:  Thank  you  very  much  for  that  very  vivid  descriptive 

statement,  which  anyone  caring  for  Huntington's  disease  patients 
can  confirm  in  all  respects.  Are  there  any  questions? 

WEXLER:  Is  there  anything  that  you  would  recommend  that  the 

Commission  can  recomm.end  that  would  make  your  job  easier? 

YOAKUM:  I would  recom.mend  perhaps  some  innovative  furniture; 

a bathtub  made  out  of  rubber  that  we  can  wash  a patient  in.  They 
have  them  for  babies.  Why  can't  we  have  them  for  Huntington's 
patients?  Why  can't  we  have  chairs  that  can  be  padded  far  more 
easily  than  the  ones  we're  trying  to  deal  with  now?  A tray  chair 
and  diaper  tie  are  what  we  commonly  use  to  support  a patient  who 
can  no  longer  support  themselves.  But  when  the  patient  is  kicking 
and  fighting  they're  going  to  bruise  themselves  worse.  And,  of 
course,  the  constant  danger  of  hanging.  What  we  have  to  deal  with 
is  just  simply  not  adequate. 

STELLAR:  May  I suggest  that  it's  not  possible,  of  course,  to 

give  adequate  recommendations  to  us  on  the  spur  of  the  moment.  But 
perhaps  you'd  like  to  write  to  the  Commission  with  your  carefully 
thought  out  recommendations  from  this  standpoint,  particularly  in 
the  nursing  care.  We'd  very  much  like  to  have  it  and  this  would 
allow  you  a chance  also  to  consult  with  other  people  about  it. 

Very  well,  we'll  go  on  to  Ron  Kelly,  Speech  Therapist,  the 
Veterans  Administration  Hospital. 
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TESTIMONY  OF 
RON  KELLY 
SPEECH  THERAPIST 

VETERANS  ADMINISTRATION  HOSPITAL 

KELLY:  This  morning  I would  like  to  start  out  by  making  a 

diagnostic  evaluation  of  each  and  everyone  in  this  room.  It  won’t 
take  me  long  and  I can  guarantee  its  accuracy.  The  diagnosis  is 
wc  are  all  suffering  from  a fatal  illness.  This  illness  does  not 
have  a long  comiplicated  medical  name.  In  fact,  it  only  has  four 
letters  in  its  name;  1-i-f-e,  life. 

Now,  the  only  difference  between  this  illness  called  life 
and  Huntington’s  disease  is  that  when  you’re  diagnosed  as  having 
H.D.you  know  you  have  approximately  15  years  until  death.  If  you 
don't  have  11. D.  we  don’t  know  when  you’re  going  to  die;  maybe  in 
50  years  or  just  maybe  in  less  than  50  years. 

Using  myself  as  an  example,  let’s  say  I have  H.D.  Certain 
things  are  expected  of  me: 

1.  My  speech  should  begin  to  slur; 

2.  I’m  going  to  lose  control  of  some  muscle  movements 
and  have  difficulty  walking,  eating,  and  so  forth. 

Therefore,  when  my  speech  begins  to  slur,  and  I accidentally 
throw  my  food  across  the  room  when  I’m  trying  to  eat,  no  one  be- 
comes alarmed  because  this  is  expected.  Because  I’m  hard  to  under- 
stand, people  begin  to  ignore  me,  talk  for  me,  or  talk  around  m.e . 
They  also  feed  me  and  put  me  in  a wheelchair  because  I have  H.D. 
and  certain  things  are  supposed  to  happen. 

I retaliate  by  becoming  angry,  refusing  to  communicate , with- 
drawing from  any  active  participation  to  avoid  frustration.  This 
is  expected  of  me  because  I have  H.D.,  a fatal  illness. 

Now,  let  me  use  myself  as  an  examiple  again.  I don’t  have 
H.D.  I don’t  even  have  it  in  my  famdly,  but  I stutter.  I’m  not 
expected  to  stutter;  I should  speak  fluently  like  everyone  else. 
Don’t  forget,  I have  that  fatal  illness  called  life.  But  certain 
things  are  expected  of  me,  such  as  fluent  speech.  So,  I’m.  entitled 
to  rehabilitation.  Aha!  I finally  said  the  word,  "rehabilitation.' 
Even  though  no  one  knows  how  much  longer  I’m  going  to  live,  I’m 
entitled  to  rehabilitation. 
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Wait  a minute.  What  about  that  H.D.  patient?  Well,  now 
remember,  certain  things  are  expected;  he  has  H.D. 

The  point  I’m  trying  to  make... maybe  I’m  belaboring  the 
examples ...  is  H.D.  patients  are  entitled  to  rehabilitation,  just 
as  are  non-H.D.  people.  They  can  benefit  from  rehab  treatment 
and  in  some  instances,  maybe  more  than  those  lucky  enough  not  to 
have  the  disease.  I know  this  for  a fact  because  I have  seen  it. 

I’m  fortunate  to  work  for  a hospital  that  believes  in  re- 
habilitation treatment  for  everyone.  In  our  rehabilitation 
service  H.D.  patients  are  routinely  enrolled  for  treatment.  In 
my  area  of  speech  and  hearing,  we  see  H.D.  patients  with  speech 
problems.  Treatment  is  directed  to  maintain  the  patient’s  speech 
along  with  developing  alternate  ways  of  communicating  when  the 
speech  eventually  becomes  unintelligible. 

Because  speech  is  a very  complex  neuromuscular  activity  and, 
as  you  very  well  know,  H.D.  affects  muscles,  speech  difficulties 
are  often  the  first  to  show. 


If  the  patient  can  be  motivated  to  monitor  his  speech  and 
fight  that  muscle  breakdown,  speech  intelligibility  can  be  main- 
tained. By  monitoring  his  speech  the  patient  knows  to  listen  for 
word  endings  that  are  being  left  off,  distortion  of  consonants, 
inappropriate  loudness,  and  several  other  items  of  speech  diffi- 
culties that  occur. 


These  principles  of  maintenance  can  apply  to  physical  therapy, 
corrective  therapy,  and  recreational  therapy  as  well.  In  occupa- 
tional therapy,  H.D.  patients  can  be  helped  with  their  activities 
of  daily  living.  Plate  guards  can  be  attached  to  their  plates  and 
buildups  can  be  put  on  their  utensils  to  aid  in  holding  on  to  the 
fork.  Substitutions  can  be  made  for  buttons,  zippers,  and  shoe 
strings.  All  of  this  treatment  is  directed  to  help  the  patient 
live  with  his  disability. 


If  we  expect  certain  things  to  happen  it’s  more  likely  they 
will,  but  if  we  try  and  prevent  them  or  at  least  delay  them  from 
happening,  who  knows  what  will  occur.  You  can  bet  it  will  only 
be  positive.  Can  you  think  of  anyone  who  needs  more  positive 
feedback  than  the  H.D.  patient? 


Now,  another  area  along  these  same  lines  is  outpatient  treat- 
ment. It  is  well  documented  that  the  entire  family  suffers  from 
the  psychological  stress  imposed  by  H.D.  Often  times  H.D.  patients 
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require  constant  supervision  and  care.  This  is  an  arduous  task 
for  a working  family;  thus  on  many  occasions  the  H.D.  patient  is 
placed  in  a nursing  home  or  a state  hospital. 

The  family  feels  guilty  for  placing  the  patient  out  of  the 
home.  And  the  patient  feels  detached  from  the  family  and  the 
family  business;  thus  everyone  feels  bad.  The  patient  gives  up 
trying  to  maintain  what  he's  capable  of  doing,  and  the  family 
has  conflicts  which  just  compound  their  problem. 

I would  like  to  recommend  outpatient  day  care  clinics. 

These  clinics  could  be  staffed  by  rehab  people,  social  workers, 
interested  volunteers,  with  a physician  on  call,  or  ideally  as  a 
part  of  the  staff.  Families  could  bring  the  H.D.  patients  to 
the  clinic  each  morning  and  pick  them  up  each  evening. 

During  their  time  in  the  clinic  the  patient  could  be  in- 
volved with  various  rehab  efforts  to  maintain  their  ability  to 
stay  in  their  home.  The  family  could  continue  working  and  yet 
care  for  the  patient  before  and  after  work.  The  H.D.  patient 
could  remain  in  the  home  for  a longer  period  of  time  and  would  be 
hospitalized  only  for  the  final  stages  of  the  disease. 

These  clinics  would  provide  jobs  for  community  residents, 
save  the  families,  state  or  Federal  government  the  expense  of 
full-time  hospital  treatment  of  H.D.  patients. 

In  conclusion,  it's  my  belief  that  H.D.  patients  should  re- 
ceive rehab  treatment.  The  label  of  fatal  illness  applies  to  us 
all,  and  therefore,  does  not  justify  ignorning  problems  associated 
with  H.D. 

Outpatient  treatment  centers  are  just  one  means  of  providing 
this  treatment.  Thank  you. 

STELLAR:  Well,  I'm  sure  you'll  be  glad  to  know,  if  you  don't 

already  know  it,  that  the  original  mandate  of  the  Congress  to  this 
Commission  included  rehabilitation  as  one  of  the  principal  are.as 
on  which  they  wanted  advice  and  recommendations.  It  was  right 
there  along  with  research,  prevention,  and  treatment,  and  so  on. 

Are  there  any  questions  or  comments? 

SCHACHT : I was  very  interested  in  your  experience  in  working 

with  these  H.D.  patients.  I was  just  wondering  at  what  age  are  you 
getting  them.  Are  you  getting  them  early  in  the  course  of  the 
disease,  or  as  is  often  the  case,  they  don't  get  into  the  V.A. 
Hospital  or  a facility  until  the  symptoms  have  progressed? 
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KELLY:  Right.  We  get  them  after  the  family  can  no  longer 

take  care  of  them. 

SCHACHT:  And  you  still  have  had  success  in  working  with 

them? 

KELLY:  Yes,  sir.  In  fact,  we’ve  had  patients  discharged 

back  to  the  family.  So  that’s  encouraging. 

STELLAR:  We’ll  go  on  to  our  next  speaker  then,  Mary  Haanes, 

Child  Psychiatrist,  Clinton  Valley  Hospital. 
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TESTIMONY  OF 
MARY  HAANES,  M.D. 

CHILD  PSYCHIATRIST 
AND  JEAN  ODGERS 
HEAD  NURSE 

CLINTON  VALLEY  HOSPITAL 

HAANES:  We've  come  for  two  reasons.  I'm  going  to  give  the 

report  for  both  of  us  because  we  work  as  a team  and  this  report 
is  the  report  of  our  treatment  team  and  their  questions  to  the 
Commission,  as  well  as  what  recommendations  we  have  to  the  Com- 
mission. 

I'm  the  Unit  Chief  of  the  Boy's  Adolescent  Team  in  Clinton 
Valley  Center,  which  is  the  State  hospital.  I have  two  wards, 
each  with  25  boys  of  whom  the  majority,  I'd  say  90  percent,  of 
the  boys  are  indistinguishable  from  your  average  high  school 
teenager.  They're  there  for  many  reasons.  We  have  very  few 
chronic  patients  and  we  have  no  chronic  ward. 

Under  this  ward  two  years  ago  I screened  and  admitted  a young 
man  with  Huntington's  chorea,  or  Huntington's  disease.  He  had  a 
history  of  being  away  from  his  actual  home  for  four  years  in  a 
group  placement  with  an  enclosed  school.  The  original  diagnosis 
was  an  organic  brain  damage  with  learning  disability. 

However,  I think  that  at  the  time  this  particular  placement 
took  him  they  knew  what  was  going  on  because  this  boy's  father  was 
a patient  at  Clinton  Valley  Center,  which  is  incidentally  for  those 
of  you  who  don't  know,  Pontiac  State  Hospital,  previous  name,  and 
had  been  there  since  before  this  boy's  birth.  His  paternal  grand- 
mother had  also  had  the  disease  and  was  dead  from  it.  So,  I think 
that  even  at  the  time  he  was  sent  to  the  placement  they  had  a feel- 
ing that  something  was  going  wrong. 

During  the  four  years  he  was  there  he  had  quite  close  observa- 
tion, not  so  much  medical  as  from  psychologists  and  social  workers, 
and  very  good  care.  His  psychological  examinations  dropped  by 
about  ten  points  every  year  consistently.  The  last  year  he  began 
to  show  slurring  of  speech;  he  would  have  been  12  at  that  point. 

He  was  brought  here  to  Ann  Arbor  where  his  father  had  been  brought 
some  years  before  him. 

I think  he  stayed  here  at  the  University  Hospital  for  several 
weeks,  and  the  definitive  tests  showed  deterioration  of  the  cere- 
bral cortex  and  deterioration  of  the  caudate  nucleus.  The  diagnosis 
therefore  has  been'  quite  firm  from  that  point  on. 
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He  also,  unfortunately,  has  a younger  sister.  We  have  no  idea 
whether  she  will  get  the  disease  or  not. 

In  any  event,  at  the  time  they  brought  him  to  us  they  had  him 
housed  with  younger  boys.  This  placement  takes  youngsters  up  to 
13.  He  was  beginning  to  have  violent  episodes  and  during  one  of 
them  almost  killed  a younger  child  because  he  started  to  choke  him 
before  they  could  get  to  him.  And  at  this  point  the  placement  was 
saying,  "What  can  we  do?  We  no  longer  have  the  facilities  to 
handle  him."  They  were  in  tears  too,  believe  it  or  not.  They 
didn't  want  to  give  him  up. 

So  after  much  discussion  with  my  superiors,  I felt  that  the 
buck  ended  right  there.  I mean,  he  had  no  other  place  to  go  ex- 
cept us.  And  as  my  ward  staff  pointed  out  to  us  constantly,  or  I 
should  say  our  entire  team,  we're  a pretty  good  place  right  now. 
He's  on  a ward  which  has  the  anticipation  of  normal  functioning. 
He's  on  a ward  where  activities  are  aimed  at  more  normal  teenagers. 
He  is  allowed  and  encouraged  to  participate  as  much  as  he  is  cap- 
able of  doing. 

And  as  Ms.  Odgers  will  tell  you  if  you  ask  her  any  questions 
on  this,  she  works  with  him  every  day,  and  there  are  days  that  he 
can  meet  some  of  our  expectations;  that  we  can  say,  as  I heard  her 
say  this  morning  to  him,  "That's  all  very  well.  You  can't  have  a 
Coke  right  now.  Please  go  brush  your  teeth;"  and 
have  him  turn  around  and  go  and  do  it  reasonably  well. 

There  are  other  days  that  he  is  violent;  he  is  acting  out; 
we  must  keep  the  ward  door  locked;  and  at  times  we  even  have  to 
have  brief  periods  of  seclusion  because  he  has  attacked  at  times 
several  of  the  ward  staff  and  several  of  the  other  kids;  not  pur- 
posely, but  he  just  seems  to  go  into  these  attacks. 

This  tells  you,  he ' s now  16.  From  the  time  he  came  in,  our 
real  concern  with  this  boy  was  not  the  fact  that  he  was  with  us 
because  our  whole  treatment  goal  from  the  day  we  first  saw  him  was 
to  keep  him  in  the  track  of  teenage  life  as  m.uch  as  we  could  and 
as  much  as  he  was  capable  of  accepting  at  all  times.  The  ward 
staff  have  never  given  up — I don't  know  whether  you  call  this  re- 
hab . They  get  terribly  depressed,  but  they  have  never  given  up. 
And  they  don't  do  anything  for  this  boy  that  they  can  somehow 
persuade  him  to  do  for  himself.  And  for  that  I think  they  should 
be  commended  because  this  isn't  always  easy,  as  you  have  pointed 
out.  He's  not  quite  at  the  state  that  your  people  are. 
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Incidentally,  the  home  situation  is  the  wife  and  mother  of 
two  patients.  The  father  is  not  allowed  to  leave  the  hospital 
anymore;  she  can  no  longer  control  him  at  home.  An  elderly  grand- 
mother and  a young  sister.  There  is  no  male  in  the  family.  So, 
going  home  depends  a lot  on  who’s  around. 

At  first  he  went  home  I think  almost  every  weekend,  or  at 
least  every  other  weekend,  when  his  mother  wasn't  working.  For 
the  last  almost  six  months  we  have  had  to  cut  out  home  visits. 

They  have  deteriorated  to  the  point  that  the  only  way  she  could 
get  him  back  was  to  call  the  police.  And  he  also  impulsively 
runs,  and  he  runs  far  and  wide.  Despite  the  fact  that  he  seems 
not  to  function  he  seems  to  be  able  to  get  himself  from  our  place 
to  Macomb  County  where  he  lives  quite  quickly.  We've  never  quite 
figured  that  one  out. 

We  have  problems  with  the  feeding  process  because  he  eats  in 
a dining  room  with  the  other  patients  on  the  ward,  most  of  whom 
are  quite  normal  teenagers.  For  a long  time  he  covered  the  fact 
that  he  couldn't  get  the  food  from  the  plate  to  the  mouth  by  throw- 
ing it.  I mean,  like  any  normal  teenager,  it's  better  to  be  bad 
than  be  sick. 

He  used  to  cover  his  other  movements  by  this  (Snaping  Fingers) . 
Now,  they've  gotten  beyond  the  point  where  he  can  cover  them.  And 
I suspect  there  are  some  times  you  have  to  feed  him,  or  at  least 
help  him. 

ODGERS:  We  haven't  yet,  but  he  does  require  assistance. 

HAANES:  And  also  in  buttons  at  times,  zippers  at  times; 

though  again,  the  ward  staff  is  quite  adamant.  He  does  whatever 
he  can  do,  regardless . 

Now,  our  present  feeling  is  that,  first  of  all,  our  present 
placement  is  quite  good  for  him.  We  do  have  the  facilities  to 
handle  his  violent  episodes.  We  have  better  staffing  than  the  rest 
of  the  hospital.  Children  have  always  managed  to  be  more  appealing 
to  the  Legislature  than  the  rest  of  the  hospital  (you're  nodding 
and  you  know  how  it  goes),  so  that  we  do  have  adequate  care.  We 
can  take  care  of  violence  without  hurting  him  or  letting  him  hurt 
anyone  else,  which  is  important.  And  we  do  have  him  in  a setting 
which  is  not  too  custodial. 

So,  my  entire  ward  staff  when  we  talked  about  this  said,  yes, 
they  felt  that  right  now  there  wasn't  a better  place  for  him  than 
right  where  he  was  because  we  could  give  him  what  was  possible  at 
his  stage  of  the  illness. 
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I supervise  both  wards  but  I have  a resident  physician  on 
both  wards.  So  his  medications  are  watched  very  closely  and  we 
do  vary  them.  V/e  find  at  some  periods  he  needs  one  kind;  at 
some,  another.  We  try  to  get  the  optimum  help  without  too  much 
sedation.  We  have  no  desire  to  put  him  to  sleep.  And  so,  I think 
we  handle  that  pretty  well.  The  ward  staff  is  very  aware  of  this 
and  they  will  bring  up  in  ward  rounds  that  that  medicine  isn’t 
working,  or  this  one  seems  to  make  him  too  sedated,  and  so  we're 
constantly  apprised  of  that. 

Now,  as  a staff,  we  had  never  encountered  Huntington's  be- 
fore this.  And  I had  seen  it  as  an  adult  resident  in  the  hospital, 
but  the  ward  staff  with  the  children's  division  never  had.  For 
the  whole  two  years  we've  had  him  we  have  been  trying  constantly 
to  get  in  touch  with  some  such  agency  as  this.  And  Ms.  Odgers 
will  tell  you,  she  has  done  everything  she  could  and  all  phone 
numbers  led  to  blind  ends. 

We  needed  someone  to  come  and  talk  to  us.  We  were  very 
depressed.  We  went  through  the  stages  that  the  families  go 
through  when  we  finally  had  to  accept  what  this  boy  had  because 
our  kids,  by  and  large,  get  better  and  we're  not  used  to  this. 

His  family  needed  it  too,  but  we  needed  it.  I'm  being  very  honest 
with  you.  And  we  could  not  find  it.  We  tried  very  hard,  but  there 
was  no  place,  no  listing  in  the  phone  book.  I don't  know  if  we 
looked  in  the  wrong  places,  but  you’ve  certainly  tried. 

ODGERS;  Yes,  especially  help  with  a juvenile  onset  of  the 
disease.  We  had  no  contacts  and  no  resources. 

HAANES:  Right,  but  the  point  is  we  are  concerned  and  we 

needed  help  with  our  depression.  It's  been  a little  hard  on  him 
because  most  of  the  other  youngsters  are  there  for  a period  of 
about  three  months.  And  he  is  aware  enough  to  realize  that  they're 
coming  and  going  and  he's  not.  And  from  time  to  time,  he'll  say, 

"I  want  to  be  discharged."  He  knows  he  can't. 

He  has  never  actually  told  us  that  he  knows  what  he  has.  He 
has  told  us  that  he  has  seen  his  father  at  times  in  the  halls. 

We've  not  made  too  much  of  a point  of  getting  them  together  because 
the  father  doesn't  recognize  him.  But  when  he  does  see  his  father 
in  the  hall,  he  will  point  this  out  to  the  ward  staff  because  he 
does  recognize  him.  And  he  will  say,  "I'll  never  leave  here." 

He  knows.  I think  he's  helping  our  feelings  too  maybe,  and  maybe 
he's  not  ready  to  grasp  it  totally  himself.  But  he'll  say  this 
and  he'll  look  depressed.  He  gets  very  depressed  at  times. 
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So,  our  first  suggestion  is,  we  need  to  know  where  we  can  go 
from  time  to  time  for  help,  more  consultative.  I'm  interested  in 
the  things  you've  talked  about  because  we've  talked  about  those 
things  too.  What  can  we  do  with  this  youngster  on  our  active  ward 
when  he  gets  to  the  point  when  someone  has  got  to  feed  him?  A.re 
we  going  to  have  to  feed  him  in  the  dining  room  in  front  of  all 
the  other  kids?  And  on  the  other  hand,  is  it  right  to  seclude  him 
from  the  other  kids  and,  you  know,  we  need  some  help  in  how  to 
handle  these  things. 

We  also  are  where  the  buck  ends  right  now.  I was  interested 
to  hear  someone  say  there  were  somie  specialized  nursing  homes. 

We've  looked  but  we  haven't  found  anything.  Right  now  we'd  rather 
have  him  with  us,  but  what  happens  when  he  is  helpless? 

By  agreement,  our  unit  keeps  everybody  until  they're  18. 

We've  got  two  and  a half  years  to  go,  and  then  the  choices  are  not 
good.  He  w'ill  go  to  the  one  custodial  ward  where  his  father  is 
for  this  County,  which  is  not  like  our  ward.  They  have  an  OTP 
person  who  tries  to  get  there  as  frequently  as  they  can,  but  maybe 
once  a week;  they  have  a social  worker  who's  there.  But  it's  a 
custodial  ward  and  he  will  sit  on  this  ward  with  his  father.  And 
he  may  not  be  ready  for  that  yet.  And  yet,  I have  no  other  choice. 
I asked  everybody  who  has  had  any  connection  with  this  youngster. 

Our  only  suggestion  to  the  Commission  is,  first  of  all,  we'd 
like  to  know  if  there  is  any  specialized  place  that's  better  than 
our  custodial  ward,  but  would  be  better  than  our  ward  if  we  get  to 
the  point  where  we  can't  handle  him  optimumly  where  he  is  now. 

The  other  thing  is,  I'm  wondering  if  eventually  even  regional 
centers  can  be  set  up  for  this  type  of  patient  as  they  begin  to 
get  to  the  point  where  they  need  the  kind  of  help  that  has  been 
described  here;  where  it  can  be  specialized  for  them;  and  where  at 
the  same  time  research  can  be  done.  Because  I suspect  that  re- 
search is  difficult  when  you  only  have  one  or  two  patients  here 
and  one  or  two  patients  there. 

And  I thank  you  very  much.  Ms.  Odgers  v/ould  be  willing  to 
answer  questions  as  well. 

STELLAR:  We  have  Ms.  Jean  Odgers,  Head  Nurse,  Clinton  Valley 

Hospital.  Do  you  have  anything  you  care  to  add  first  before  the 
Commission  asks  questions? 

ODGERS:  No,  sir,  my  comments  were  included. 


2-85 


Ann  Arbor,  Michigan 


October  7,  1976 


STELLAR:  All  right,  fine.  Any  questions  from  any  of  our 

members?  Dr.  Schacht? 

SCHACHT : I was  wondering  how  many  such  children  you  feel  you 

could  handle  at  one  time  on  that  ward?  I’m  aware  of  four  under  18. 

HAANES:  Right.  The  way  things  are  set  up  in  Michigan  is 

that  we  handle  things  in  our  catchment  area.  Our  catchment  area 
is  Oakland,  Macomb,  St.  Clair  and  Lapeer  Counties.  So,  you  know, 
that  part  is  kind  of  a moot  question.  We  have  at  the  moment  no 
more  than  about  two  chronic  youngsters  on  each  of  these  wards.  I 
doubt  very  much  that  we  could  continue  the  kind  of  ward  we  have 
with  too  many  chronic  youngsters.  We  don't  have  any  chronic  facil- 
ities. Ms.  Odgers  could  perhaps  answer  that  better  because  she 
handles  it. 

ODGERS:  Well,  our  expectations  for  that  patient  have  been  the 

same  as  other  boys  that  we  have  in  the  ward,  and  I feel  that  that’s 
helped  him  a lot  from  deteriorating  faster  than  he  would  any  place 
else.  But  I don’t  think  that  we  could  handle  too  many  more  chronic 
H.D.  patients  because  we  would  be  taking  time  away  from  the  other 
boys  who  require  a lot  of  structure  and  limit  setting. 

SCHACHT:  How  much  time  would  you  estimate  you  spend  with  this 

boy  each  day? 

ODGERS:  Depending  on  whether  he’s  in  a mood  to  go  to  his  regu- 

lar activities  or  requires  control  for  violent  acting  out,  I would 
say  40  percent  of  the  staff’s  daily  time  during  each  shift  is  re- 
quired for  him  in  individual  steps. 

SCHACHT:  40  percent  of  the  staff? 

ODGERS:  40  percent  to  get  him  through  his  daily  living  activ- 

ities and  he  needs  a lot  of  coaching  and  prodding. 

HAANES:  That  doesn’t  mean  every  staff  spends  40  percent,  but 

taking  the  total  time. 


SCHACHT : 

Yes . 

HAANES: 

Yes . 

And  we  have  23  other  kids. 

YOAKUM: 

That ’ s 

a conservative  estimate. 

HAANES : 
deteriorated 

Right . 
as  some 

Well,  we’re  fortunate  he’s  not  quite  as 
you’ve  described. 
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YOAKUM:  May 

mix  the  stages  of 
stages  it's  very 
a patient  in  the 
for . 


I add  that  I would  feel  it  is  not  a good  idea  to 
the  disease  on  one  ward  because  in  the  early 
depressing  for  a patient  with  Huntington's  to  see 
advanced  stages  and  realize  what  they're  headed 


HAANES:  I would  agree  with  that.  Our  recommendations  were 
for  basically  the  end  stages.  I don't  think  you  would  ever  take 
someone  who's  still  functioning  and  put  them  in  some  sort  of  a 
center  of  this  sort. 

WEXLER:  Does  the  boy  have  specialized  activities? 

HAANES:  Yes,  he  does.  When  he  first  came  we  were  able  to 

place  him  in  our  lower  tract  school  program  and  he  was  able  to 
walk  across  the  half  mile  between  our  building  and  the  school 
building,  which  is  still  on  the  grounds,  by  himself. 

We  have  a specialized  school, which  our  particular  teacher 
likes  to  work  with  problem  youngsters.  So  she  takes  youngsters 
with  acute  episodes  of  psychosis  or  very  organic  youngsters,  and 
this  youngster,  and  she  may  have  as  many  as  six  or  eight  youngsters 
in  the  school  class.  And  she  gives  them  all  individual  work  and 
she  expects  results.  So,  he  does  have  school. 

His  O.T.  is  also  with  this  group, where  again,  he's  pretty 
much  individualized  to  what  he  can  do.  The  O.T.  department  has 
been  trying  very  hard  to  develop  some  exercises  to  help  retard  the 
deterioration  of  his  muscle  strength.  He  also  has... let's  see... 

ODGERS : Recreational  therapy. 

HAANES:  Yes,  recreational  therapy.  We  have  a weight  room 

with  a man  who's  skilled  in  using  this  and  I think  he  does  go  in 
with  Rudy  by  himself.  We  can't  trust  him  in  there  with  other 
people  because  he  needs  100  percent  attention  when  he's  there. 

WEXLER:  Do  you  have  any  clues  as  to  what  may  trigger  mood 

changes,  or  does  it  seem  to  come  out  of  the  blue? 

ODGERS:  We've  seen  lately  a lot  of  separation  anxiety.  One 

of  the  ward  staff  with  whom  he  worked  very  closely  left  and  trig- 
gered two  weeks  of  violent  outbursts.  So  I can  see  cause  and 
effects  in  him;  it's  not  just  impulsive. 

YOAKUM:  It  seems  to  change  as  the  disease  progresses.  It 

can  be  one  thing  one  time  and  then  a month  later  it  may  be  some- 
thing totally  different. 


2-87 


Ann  Arbor,  Michigan 


October  7,  1976 


WEXLER:  One  quick  last  question.  Is  there  anybody  that  can 

help  the  mother  deal  with  her  problems  with  her  husband  and  her 
child? 

HAANES:  We  have  worked  with  the  mother,  as  have  the  people 

on  the  ward  where  the  father  is.  This  was  another  question  Ms. 
Odgers  had  when  we  were  trying  so  desperately  to  find  somebody  to 
help,  was  that  this  would  be  helpful  to  her  too.  I think  actually 
you  contact  the  mother  as  much  as  anyone. 

ODGERS:  I assumed  that  she  should  have  been  receiving  social 

work  services  from  the  time  that  her  husband  was  admitted  and  still 
going  home,  but  I doubt  if  she  had.  She’s  very  guilt  ridden;  she 
does  almost  anything  for  the  boy,  even  if  it's  not  to  his  best 
interest.  And  I don't  think  she's  had  any  counseling,  and  she 
should  have  been  having  it  so  long  before. 

HAANES:  Part  of  our  problem,  she  lives  in  another  county, 

and  I'm  sure  she  is  contacted  by  them.  Another  thing  that  happens 
in  State  Hospital  is  that  therapists  come  and  go.  And,  you  know, 
one  may  do  a lot  with  her,  and  the  next  one  may  not.  She  works 
rather  long  hours  as  a waitress.  It's  often  hard  to  even  contact 
her  by  phone.  And  it's  very  difficult  for  her  to  get  in.  So,  we 
don't  have  as  much  chance  to  do  it,  but  I certainly  agree.  This 
has  been  a super  tragedy. 

She  knew  at  the  time  this  boy  was  conceived  what  her  husband 
had.  She  tried  to  use  contraception  in  the  form  of  a rhythm 
method  and  it  didn't  work.  She  told  us  all  this  in  an  admission 
conference  when  the  entire  group  wanted  to  cry  with  her.  I mean 
that  quite  seriously.  I've  never  seen  the  group  so  depressed  as 
they  were.  And  we've  had  to  work  through  this  depression  and  we've 
needed  some  help  too. 

STELLAR:  Well,  we  haven't  done  badly  on  our  time,  though  I 

thought  we  might  get  a little  bit  ahead  since  the  afternoon  looks 
rather  heavy,  but  we've  left  a little  time  for  lunch. 

I would  ask  all  the  speakers  who  have  not  submitted  their 
statements  to  us  to  please  do  so.  We  have  received  some  and  even 
though  we're  recording  it,  we  would  like  to  have  copies  of  state- 
ments from  all  speakers. 

We'll  adjourn  for  lunch  and  I believe  the  program  is  still  to 
meet  outside  and  someone  will  tell  us  where  to  go,  those  who  wish 
to  have  lunch.  And  we'll  come  back  and  I'd  like  to  start  promptly 
at  1:00  o'clock.  Thank  you. 
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STELLAR:  Please  stay  as  closely  to  your  five  minutes  as  you 

can.  If  your  statement  is  long,  remember  we  will  have  a copy  of 
it  and  you  can  always  shorten  your  presentation  if  the  statement 
is  long  by  summarizing  your  paragraphs  or  main  points  if  it  has 
to  be  done.  If  it's  short  enough  you  can  read  it. 

Our  first  speaker  is  Bob  Williams,  Vocational  Rehabilitation, 
Lansing,  Michigan. 


2-89 


Ann  Arbor,  Michigan 


October  7,  1976 


TESTIMONY  OF 
BOB  WILLIAMS 

VOCATIONAL  REHABILITATION 
LANSING,  MICHIGAN 

WILLIAMS:  Thank  you.  I’m  Bob  Williams  and  I'm  Supervisor 

of  Vocational  Rehabilitation  Office  right  here  in  the  University 
of  Michigan  Medical  Center.  The  comments  I have  to  make,  how- 
ever, are  the  position  that  vocational  rehabilitation  has  within 
Michigan . 

Huntington' s disease  is  currently  recorded  as  a maior  _ 
disability  for  clients  that  receive  vocational  rehabilitation 
services:  fewer  than  15  cases  statewide.  And  accurate  count  is 
not  definitely  possible  because  Huntington's  is  grouped  with 
other  neurologic  disorders  for  our  data  processing  systems. 

The  problem  in  providing  services  to  this  population  is  not 
that  vocational  rehabilitation  lacks  the  services  or  resources 
that  are  necessary  for  serving  that  group.  Our  feeling  is  that 
inappropriate  timing  is  the  reason  for  the  absence  of  persons  with 
Huntington's  disease  becomiing  active  as  clients  with  the  agency. 

The  course  the  disease  takes  during  the  years  immediately 
after  onset  is  sufficiently  benign  enough  to  allow  for  a continued 
period  of  employment  of  many  individuals.  By  utilizing  job  re- 
engineering, work  simplification  techniques,  or  creating  such  job 
aids  as  checklists,  outlines,  things  of  that  nature,  we  feel  that 
the  person  could  remain  vocationally  active  for  a period  of  time. 

Huntington's  disease  typically  appears  at  a time  when  the 
person  is  well  set  in  a career  and  also  faced  with  heavy  family 
financial  responsibilities.  Assistance  in  job  retention  is  criti- 
cal, not  only  for  the  emotional  well-being  of  the  patient,  but 
also  for  the  family. 

Conclusions  that  can  be  drawn  from  this  background  suggest 
that  the  vocational  rehabilitation  agency  can,  in  fact,  provide 
significant  services  to  the  population.  I believe  that  a system 
to  achieve  this  may  be  outlined  as  follows: 

1.  Education  of  health  professionals  working  with 

Huntington's  patients  regarding  the  nature  of  voca- 
tional rehabilitation  services,  and  for  the  need  to 
refer  early; 
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2.  Education  of  vocational  rehabilitation  counsel 

regarding  the  course  of  the  disease,  and  what  need  take  place 
such  things  as  steps  in  evaluating  for  eligibility, 
and  the  skills  in  life  career  planning; 

3.  Education  of  employers  regarding  Huntington's  disease 
and  vocational  rehab  services.  Specifically,  in  job 
modification  and  in  changing  supervisory  attitudes. 

In  summary  then,  what  appears  necessary  in  regard  to  voca- 
tional rehabilitation  is  an  educational  effort,  as  outlined,  that 
would  bring  about  an  effective  delivery  of  vocational  rehabilita- 
tion intervention. 

STELLAR:  Dr.  Schacht? 

SCHACHT : Would  you  in  any  way  be  willing  to  get  involved  in 

vocational  counseling  for  at-risk  Huntington’s  people  at  say,  16, 

17,  18  years  of  age,  so  that  they  could  be  directed  to  a career 
where  if  they  do  develop  the  disease  they  have  a better  chance  of 
a longer  job  time,  rather  than  going  into  neurosurgery  or  going 
into  something  where  their  movements  in  the  process  of  the  disease 
would  not  be  detrimental,  or  as  detrimental? 

WILLIAMS:  Uh-huh,  yes.  I think  it  would  appear  that  inter- 

vention early  on  would  be  appropriate  as  far  as  our  position  would 
be.  We  may  encounter  some  difficulty  in  terms  of  the  specifica- 
tions for  eligibility  in  that  the  disability  vocationally  may  not 
be  clearly  defined,  and  that  would  be  a possible  problem  that  we 
would  encounter. 

SCHACHT:  But  you  couldn't  give  just  vocational  counseling, 

where  you're  not  providing  a training  program,  but  some  direction? 

WILLIAMS:  Yes,  we  probably  could  offer  that;  certainly. 

STELLAR:  Dr.  Williams,  thank  you  very  much.  I'll  remind  the 

speakers,  all  of  us,  ourselves  included,  to  speak  up  loudly  enough 
for  the  audience  to  hear  and  particularly  for  the  recording  that's 
being  made.  The  microphones,  by  the  way,  are  placed  reasonably 
well  for  a little  louder  speech,  but  if  your  voice  is  soft  you  can 
move  it  over,  of  course. 

Our  next  speaker  is  Donald  Rucknagel,  Director  of  Human  Genetics 
and  Internal  Medicine,  University  of  Michigan.  I take  it  it's 
doctor,  Dr.  Rucknagel? 
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TESTIMONY  OF 
DONALD  RUCKNAGEL,  M.D. 

PROFESSOR  OF  HUMAN  GENETICS 
AND  INTERNAL  MEDICINE 
UNIVERISTY  OF  MICHIGAN 

RUCKNAGEL:  That's  right,  but  I'd  like  to  correct  the  obvious 

typographical  error  because  you've  promoted  me  considerably.  I'm 
a Professor  of  Human  Genetics  and  Internal  Medicine.  Dr.  Neal  is 
the  Director  of  Human  Genetics  and  Dr.  Kelly  of  Internal  Medicine, 
and  I haven't  replaced  either  of  them. 

I don't  think  that  I can  say  anything  to  the  Commission  about 
Huntington's  chorea  that  they  don't  already  know.  And  I dare  say 
that  many  of  the  people  in  the  audience  who  are  either  patients  or 
relatives  can  probably  teach  me  something  about  Huntington's 
chorea . 

I should  rather  deal  with  what  I perceive  as  some  of  the 
political  issues  around  the  question  of  whether  Huntington's 
chorea  should  be  targeted  for  special  attention  and  should  be 
singled  out  for  special  attention.  And  secondly,  if  we're  going 
to  do  that  what  are  the  priorities.  And  these  are  the  two  ques- 
tions that  I found  m.yself  struggling  with  in  the  short  amount  of 
time  in  which  I've  had  to  think  about  this  issue  here. 

Now,  targeting  is  not  a new  phenomenon,  of  course.  We  have 
before  us  the  long  and  illustrious  history  of  the  National  Founda- 
tion on  the  Conquest  of  Polio,  and  a number  of  other  diseases  are 
targeted  today,  as  most  of  you  well  know. 

It  turns  out  that  there  are  probably  two  essential  reasons 
why  particular  diseases  have  been  so  chosen.  One  is  because  of  the 
influence  of  prominent  persons  in  this  situation;  and  indeed,  three 
of  the  last  five  presidents  have  had  a role  in  targeting  the  spe- 
cific disease,  starting  with  President  Roosevelt  and  ending  with 
President  Nixon,  who  targeted  both  cancer  and  sickle  cell  anemia. 

The  second  issue,  of  course,  an  important  facet  in  whether 
public  support  has  been  engendered,  has  been  the  frequency  and  the 
magnitude  of  public  health  problems. 

Polio  attained  a frequency  that  touched  many  families;  indeed, 
if  not  most  families  in  the  country.  And  likewise,  cancer  and 
sickle  cell  anemia  are  very  common  phenomenon. 
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Now,  the  two  most  recent  diseases  that  have  been  so  singled 
out  are  the  cancer  with  $100,000,000  targeted  for  that;  and  cer- 
tainly the  frequency  of  that  disease  was  responsible  for  a great 
deal  of  public  support. 

I think  it's  fair  to  say  that  many  prominent  academicians 
have  been  concerned  about  the  magnitude  of  that  support  and 
w'hether  it  was  going  to  siphon  our  resources  from  other  areas  into 
an  area  where  it  was  not  at  all  clear  that  that  much  money  could 
be  wisely  used  in  a short  period  of  time. 

Now,  the  second  most  recent  disease  targeted  that  I'd  like 
to  draw  upon,  and  one  in  which  I've  had  more  experience,  has  been 
the  situation  with  sickle  cell  anemia.  Again,  this  is  a very 
common  disease  with  a frequency  of  one  in  600  in  the  Black  popu- 
lation. It's  40  times  more  common  in  that  population  than  is 
Huntington's  chorea  in  the  population  at  large. 

Moreover,  the  idea  that  it  was  neglected  because  of  racism  in 
America  got  a sympathetic  ear  in  many  quarters  and  that  was  re- 
sponsible then  for  a great  deal  of  recent  attention  being  focused 
on  it . 

I think  in  a sense  that  that  was  a bum  rap,  so  to  speak,  not 
that  the  criticism  wasn't  entirely  justified.  But  be  that  as  it 
may,  the  government  now  is  putting  something  on  the  order  of 
$25,000,000  a year  into  sickle  cell  anemia  and  has  been  doing  so 
for  the  last  four  years. 

Now,  what  have  we  learned  from  this  situation  as  a result  of 
that  experience?  Well,  first  of  all,  we  learned  that  it's  one 
thing  for  Congress  to  pass  a law  declaring  their  intentions  to  sup- 
port sickle  cell,  or  a given  disease.  It's  not  always  easy  to  get 
the  money.  And  much  of  that  $24,000,000  that  has  been  earmarked 
has  been  in  essence  cannibalized  from  other  programs  at  the 
National  Institutes  of  Health,  and  the  Congress  has  really  never 
come  up  with  very  much  money. 

As  a result  then,  that  has  indeed  created  some  stresses  in  the 
research  establishment  and  the  medical  establishment,  and  those 
stresses  are  beginning  to  show  in  terms  of  countermoves  to  constrict 
some  of  that  support.  So,  that's  one  lesson  that  I think  might  be 
borne  in  mind. 

Secondly,  we've  discovered  that  even  though  sickle  cell  anemia 
is  very  easily  diagnosed  by  a simple  technique, 

that  the  diagnostic  facilities  in  the  country  were  ill  prepared  to 
handle  the  fresh  enthusiasm  and  interest  in  sickle  cell  anemia. 
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Now,  on  the  one  hand,  one  can  say  that's  bad  because  the 
money  was  not  well  spent.  On  the  other  hand,  it's  clear  that 
that  has  provided  an  impetus  to  improve  the  level  of  diagnostic 
facilities  in  this  area  in  the  country.  And  so,  it's  been  a 
little  bit  of  positive  and  negative  there. 

It's  clear  that  attempts  at  therapy  that  are  not  based  upon 
a solid  scientific  basis  may  be  disatrous  and  the  Public  Health 
Service  invested  $1,000,000  in  testing  urea.  And  as  most  of 
the  experts  anticipated  that  indeed  turned  out  to  be  not  effective. 

In  general  though,  after  four  years  of  $25,000,000  a year 
we  really  can't  assess  what  the  payoff  has  been.  We've  learned  a 
lot  about  sickle  cell  anemia.  It  looks  as  though  it  hasn't  really 
paid  off  yet.  As  a matter  of  fact,  we  know  more  about  that  genetic 
disease  than  any  other  and  that  information  still  hasn't  paid  off. 
And  I think  that  it's  going  to  be  another  five  to  ten  years  before 
we  really  know  what  has  been  the  benefits  and  the  cost  of  this 
program. 

What  does  this  have  to  say  for  Huntington's  chorea  and  the 
legislative  proposals?  Well,  I found  that  when  1 attempt  to  come 
to  grips  with  the  question  of  should  we  target  Huntington's 
chorea,  there  were  a host  of  questions  that  I frankly  didn't  know 
the  answers  for. 

I don't  know  how  much  support  is  currently  going  into  it 
directly;  nor  do  I know  how  much  indirect  support  is  apt  to  bene- 
fit Huntington's  chorea  because  indeed,  perhaps,  some  obscure  work 
being  done  in  areas  of  neurophysiology  may  turn  out  to  be  very 
relevant  for  Huntington's  chorea.  And  I don't  think  that  we're 
smart  enough  to  know  where  the  payoff  and  from  which  direction  it's 
going  to  come. 

Secondly,  there  is  another  question  that  bothers  many  academi- 
cians, and  that  is,  whether  we  haven't  already  created  some  prece- 
dents that  are  going  to  haunt  us  in  the  future.  If  every  politician 
targets  a disease  for  special  attention  and  every  interest  group, 
for  whatever  motives  that;  properly  organized/ succeed , it's  entirely 
possible  that  in  the  long  run  we'll  have  a very  patchwork  and  ir- 
rational system,  both  of  the  biomedical  research  and  medical  care 
services . 

It's  clear  from  some  of  the  comments  that  were  made  this 
morning  that  many  of  the  problems  that  are  facing  people  with 
Huntington's  chorea  should  be  improved  and  helped  a great  deal  by 
a national  health  insurance  that  works. 
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And  what  one  needs  to  do  is  to  look  down  the  road  and  antici- 
pate how  soon  will  national  health  insurance  be  here,  what  will 
it  provide,  and  what  should  we  do  in  addition  to  that.  And  these 
are  difficult  questions  that  I cannot  answer  in  my  own  mind  very 
easily  and  lightly. 

What  should  be  the  priorities?  I would  just  say  briefly  that 
the  priorities  that  I would  suggest  for  Huntington's  chorea  are 
carrier  detection  so  that  people  who  are  at  risk  can  make  more 
informed  and  accurate  decisions  regarding  childbearing.  If  the 
carrier  detection  results  in  coercion  and  intimidation  of  people 
at  risk  to  not  reproduce,  however,  I would  be  against  that. 

So,  I think  there  are  a host  of  issues  there  that  I can't  deal 
with  in  this  short  amount  of  time. 

It's  clear  that  the  gene  will  not  be  eliminated.  By  stomping 
out  Huntington's  chorea,  if  we  mean  removing  the  gene,  I don't 
think  that's  going  to  happen  because  the  frequency  of  one  in  25,000 
suggests  that  the  gene  is  probably  being  maintained  in  the  popula- 
tion by  mutation  pressure  and  that  it's  not  going  to  go  away. 

What  we  can  do  in  a sensible  strategy  is  to  understand  enough 
about  the  disease  to  delay  it,  forestall  it,  diminish  its  morbidity 
and  those  are  reasonable  goals. 

There  are  two  other  needs  that  I think  are  very  real  and  evi- 
dent. One  is  a more  ready  availability  of  counseling;  and  the 
second,  I would  ask  whether  a modest  amount  of  help  for  families 
wouldn't  make  it  possible  to  avoid  institutionalization  for  a 
longer  period  of  time  for  patients  with  Huntington's  chorea;  might 
more  generous  supplementary  assistance,  nursing,  equipment,  make  it 
easier  to  handle  people  at  home. 

I'm  rather  opposed  to  the  notion  of  collecting  the  50  cases 
of  Huntington's  chorea  in  a state  in  one  central  institution  and 
separating  them  from  their  families. 

That's  all  I have  to  say. 

STELLAR:  Thank  you  very  much.  Professor  Rucknagel,  if  I may 

just  summarize  to  make  sure  we  understand;  especially  your  major 
recommendations  at  least  are  to  emphasize  the  carrier  detection  for 
the  purposes  you  mentioned,  the  genetic  counseling,  financial  help 
for  families  to  help  reduce  the  burden  on  institutions  and  costs, 
and  in  general  you  don't  see  putting  together  the  cases  even  from 
a region  to  give  them  better  programs;  that  is,  say,  for  one  state 
putting  them  together  if  it  would  impose  too  much  of  a burden  on 
the  families  to  visit  and  so  on.  Is  that  correct? 
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RUCKNAGEL:  Yes.  In  that  regard,  if  there  are  only  50  cases 

in  the  state  that  are  institutionalized  at  a given  time...  someone 
has  already  made  the  point  this  morning  that  the  problems  of  man- 
agement and  coping  of  people  with  Huntington's  chorea  are  very 
similar  to  those  with  other  neurologic  diseases  so  that  I think 
one  needs  to  look  at  the  management  and  care  in  the  context  of 
other  chronic  neurologic  diseases.  And  in  that  case  then  maybe 
regional ...  the  numbers  would  justify  some  attempt  at  regionaliza- 
tion, but  for  this  one  disease  I think  that  would  likely  result 
in  cases  from  all  over  the  state  collected  in  only  one  point  with 
further  estrangement  from  family  and  not  a very  humane  way  to  deal 
with  people. 

STELLAR:  But  you  would  be  more  favorably  inclined  toward  a 

more  general  grouping  then,  such  as  taking  them  out  of  the  mental 
institutions  where  they  don't  really  belong  and  putting  them  in 
with  other  similar  chronic  diseases  that  may  require  similar  types 
of  treatment  and  management?  That  might  be  feasible. 

RUCKNAGEL:  Well,  I don't  know  that  it's  correct  to  say  that 

all  people  with  Huntington's  chorea  do  not  belong  in  m.ental  insti- 
tutions. It  would  make  more  sense  to  have  some  sort  of  a functional 
way  of  handling  people  according  to  their  needs. 

SCHACHT:  You  gave  a figure  of  one  in  25,000.  Is  that  preva- 

lence? 

RUCKNAGEL:  That's  the  prevalence  figure. 

SCHACHT:  Let's  see,  should  have  considerably  more  than  50 

active  cases  in  the  State  of  Michigan. 

RUCKNAGEL:  Well,  we  get  into  quite  a problem  here.  That  was 
the  figure  that  one  of  our  speakers  used  and  it  was  based  upon  the 
census,  at  least  if  I understood  him  correctly.  I confess  that  I 
don't  remember  what  Dr.  Reed  found  in  '56,  '54.  Do  you  know? 

SCHACHT:  It  was  4.2  per  100,000. 

RUCKNAGEL:  Four,  well,  that's... 

SCHACHT:  25,000. 

RUCKNAGEL:  That's  one  in  25,000;  that's  the  prevalence  figure, 

but  what  proportion  of  those  were  institutionalized? 

SCHACHT:  48  known  in  the  institutions  now. 
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RUCKNAGEL:  48  known  in  the  institutions.  Well,  then  that’s 

the  figure.  Now,  I think  that  the  frequency  of  Huntington's 
chorea  is  probably  underestimated  because  I know  that  our  own 
experience  here  has  been,  and  with  neurologists  elsewhere,  that 
neurologists  are  reluctant  to  make  the  diagnosis  if  there’s  not 
a firm  family  history.  And  so  that  there  are  people  with  what 
is  probably  new  mutations  that  haven’t  been  identified  as  yet  as 
having  Huntington’s,  although  Dr.  Reed  in  that  study  tried  to 
ascertain  those. 

DR.  LI:  This  is  a question  about  the  genetic  nature  of  the 

disease.  You  said  a prevalence  of  one  in  25,000  is  probably 
maintained  by  mutation  pressure  and  the  genetic  counseling 
wouldn’t  go  away? 

RUCKNAGEL:  No,  no,  I’m  nqt  saying  that.  Well,  it’s  clear 

that  if  better  genetic  counselling  results  in  people  at  risk  fore- 
going reproduction,  that  that  frequency  is  going  to  fall.  But  the 
point  that  I wish  to  make,  it’s  not  going  to  go  to  zero  because 
you  have  new  mutations  adding  cases  into  the  population,  and  in 
all  likelihood,  I don’t  perceive  it  falling  by  more  than  one 
order  of  magnitude  as  a result  of  the  impact  of  counseling.  Now, 

I haven’t  really  thought  all  the  ramifications  of  that  out,  and  I 
realize  I’m  out  on  a limb  with  you  on  the  panel. 

LI:  The  idea  is  with  the  proper  genetic  counseling,  we  can 

eliminate  those  cases  due  to  transmission.  We  still  have  new 
cases  due  to  mutations  which  is  approximately  twice  the  mutation 
rate,  which  is  very,  very  low  indeed. 

RUCKNAGEL:  The  gene  is  being  eliminated  at  the  present  time 

from  some  family  lines  due  to  random  loss  as  the  result  of  small 
family  size,  but  we  don’t  have  a way  of  measuring  that  now  either. 

LI:  Now,  we  come  to  your  really  major  point,  which  is,  to 

single  out  a single  disease  for  special  attention  really  is  not  an 
effective  way  to  handle  biomedical  problems  in  general.  I get 
this  impression  from  your  remarks,  right?  In  general  principle  I 
agree  to  that.  We  couldn’t  have  a commission  for  disease  A,  com- 
mission for  disease  B,  and  we  could  go  on  endlessly.  So,  in 
principle,  I tend  to  agree  with  that  kind  of  approach. 

In  the  Commission,  we  ourselves,  have  discussed  this  problem 
at  length.  I am  personally  aware  of  this.  One  approach  is,  should 
we,  or  could  we,  use  H.D.  as  a mold.  Our  purposes  are  certainly 
not  limited  to  H.D.  alone.  It  is  a model  by  which  we  can  attack 
similar  problems.  If  this  model  works  out  right  then  we  can  attack 
many  similar  problems  the  same  way;  at  least  this  is  what  we  hope 
to  accomplish  to  a certain  extent.  Sometime  in  the  future  we  are 
going  to  modify  this  and  enlarge  this  into  a general  approach  to 
similar  genetic  diseases. 
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RUCKNAGEL:  That  rationale  was  also  used  in  the  sickle  cell 

study  and  I think  that  it's  not  entirely  unreasonable.  V/hat  I 
tried  to  point  out  was  some  o£  the  problems  that  I think  are 
associated  with  it.  If  you  view  this  as  a pilot,  then  fine;that’s 
true.  I think  that... well,  let  me  ask  you,  how  does  this  approach 
differ  from  the  mission  of  the  National  Institute  of  Neurologic 
Disease  and  Blindness? 

LI:  What,  related? 

RUCKNAGEL:  And  what  I think  they  ought  to  do... 

LI:  I know  very  little  about  blindness,  but  the  two  examples 

you  mentioned,  we  did  make  progress,  such  as  the  polio  case  which 
was  singled  out  for  attack.  We  did  accomplish  beautifully.  And 
the  next  one  which  has  slightly  disappointed  you,  and  it  disap- 
pointed me  too;  that's  the  sickle  cell  anemia.  The  research  is 
beautiful  but  the  payoff  is  too  little.  But  I thought  that's  a 
matter  of  time  and  a matter  of  the  disease  too  because  the  sickle 
cell  heterozygous  is  not  the  equivalent  to  H.D.  heterozygous,  you 
see . 


RUCKNAGEL:  Yes. 

LI:  I believe  the  payoff  will  come,  although  we  couldn't 

expect  the  payoff  in  four  years  or  even  ten  years. 

RUCKNAGEL:  I have  some  faith  that  that's  true;  that  there  will 

be  a payoff  and  we  have  to  contemplate  that  the  payoff,  even  in 
polio,  was  some  25  years.  Initially  at  a smiall,  much  smaller  level 
than  we're  talking  about  in  some  of  the  Federally  funded  programs 
now. 


Well,  we  don't  know  the  answer  to  many  of  these  questions,  and 
it's  clear  that  there  is  need  for  a miore  rational  organization  of 
many  of  our  health  services  in  the  country.  And  a more  rational 
organization  funding  of  that  will  have  some  impact  upon  the  problems 
of  patients  and  families  with  Huntington's  chorea.  And  that's 
another  point  I wish  to  make. 

STELLAR:  Well,  in  this  same  connection  I would  like  to  point 

out  that  Huntington's  disease  is  an  excellent  prototype  for  the 
treatment  of  all  kinds  of  diseases  of  the  elderly  that  affect  the 
mind--the  degenerative  diseases  of  the  brain.  We  see  now  the 
mention  of  so-called. .. even  arteriosclerosis  , and  so  on.  And  here 
we're  dealing  with  huge  numbers  of  individuals,  a tremendous  amount 
of  disability,  and  a huge  financial  cost.  And  the  hope  of  the 
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Commission  is  that  Huntington’s  disease  really  v;ill  turn  out  to 
be  a prototype  for  genetic  diseases  obviously,  but  also  for  the 
degenerative  diseases  of  the  brain  which  is  so  prevalent. 

There's  one  other  connection  to  other  diseases  that  is  im- 
portant here,  and  that  has  to  do  with  the  movements  of  Huntington's 
disease  which  are  so  closely  related  to  the  abnormal  movements 
that  we  see  in  Parkinson's  disease,  and  dystonia,  even  multiple 
sclerosis.  They're  all  related  and  we  know  that  the  portions  of 
the  brain  affected,  mainly  the  deep  basal  structures,  are  the  same 
in  all  of  these  diseases.  The  biochemical  mechanisms  may  be  the 
same,  so  it's  possible  that  the  payoff  will  be  enormous. 

But,  of  course,  we  have  to  agree  with  Professor  Rucknagel 
that  we  have  no  guarantee  of  that.  We  must  go  ahead  with  some 
degree  of  faith  that  it  will  pay  off  in  a very  large  sense.  I, 
myself,  have  the  opinion  that  it  will.  This  is  a very  interesting 
discussion;  it  could  go  on  for  a long  time. 

We'll  proceed  then  to  our  next  speaker,  and  I would  again  re- 
mind the  speakers  to  keep  their  voices  elevated  somewhat.  And 
those  who  do  speak,  and  for  whom  we  have  no  special  information 
here,  which  characterizes  the  next  group,  please  announce  your  af- 
filiation or  representation,  if  you  have  one,  and  your  position  so 
that  we  can  evaluate  your  testimony  fully.  I'll  call,  therefore, 
on  Phyllis  Ward  of  Cincinnati. 
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TESTIMONY  OF 
PHYLLIS  WARD 
CINCINNATI,  OHIO 

WARD:  I first  became  aware  that  there  was  something 

wrong  in  1962.  I began  to  have  a personality  change,  my  reflexes 
began  to  become  slow  and  I began  many  days  under  doctor's  care 
being  treated  for  a nervous  condition.  In  September,  1963  I was 
in  Good  Samaritan  Hospital  in  Cincinnati  for  one  week.  After  many 
tests,  I was  released  and  put  on  tranquilizers  for  the  next  seven 
months.  In  May  of  1964  I was  admitted  into  Rollman's  Psychiatric 
Hospital  for  five  weeks.  Dr.  John  Campbell,  neurologist,  diagnosed 
me  as  having  Huntington's  disease.  My  family  was  not  told  about 
this  diagnosis  by  Dr.  Campbell. 

For  the  next  nine  years  I had  many  terrifying  experiences. 

I became  violent  and  would  have  many  days  of  which  I could  do  nothing 
but  sleep.  I had  severe  headaches  which  I could  not  stop.  Then 
there  were  times  that  I would  fight  with  anyone  about  anything.  I 
could  not  control  any  of  these  violent  spells. 

In  1973  my  sister  worried  about  whether  I had  the  same 
disease  my  mother  had.  My  sister  then  visited  Dr.  Joseph  Stagaman, 
the  family  doctor,  about  my  condition.  Dr.  Stagaman  told  her  that 
I had  been  diagnosed  as  having  Huntington's  disease.  It  was  then 
that  we  began  living  in  fear  that  our  three  boys  would  have  a fifty 
percent  chance  of  this  horrible  disease.  We  became  involved  in  an 
organization  to  research  Huntington's  disease.  We  were  told  about 
Dr.  Paulson  in  Columbus,  Ohio.  I saw  Dr.  Paulson  and  he  gave  me  a 
medication  called  Haldol.  This  medication  was  a very  big  help  for 
myself  and  my  family.  My  thoughts  were  clearer  and  I had  no  head- 
aches and  my  body  was  free  from  aches  and  pains.  I have  been  living 
an  easier  life  with  this  medication.  I am  still  tired  and  have  had 
to  quit  my  job.  I can  no  longer  do  any  housework,  and  I am  limited 
to  the  amount  of  time  that  I can  stay  up  during  the  day.  I have 
three  children,  a sister,  her  two  children,  a brother,  and  his  four 
children  at  risk.  I am  now  visiting  the  University  of  Cincinnati's 
General  Hospital  Neuro  Clinic  from  which  I receive  medication  and 
counseling.  This  type  of  service  has  been  a great  help  for  families 
in  my  situation.  The  cost  is  lower  and  I receive  the  best  of  care 
and  treatment. 

This  is  a brief  description  of  my  experiences.  My  suffer- 
ing is  not  over  and  with  research  and  family  assistance,  maybe  in 
the  near  future  Huntington's  disease  will  be  cured  or  there  will  be 
a control  drug. 


2-100 


Ann  Arbor,  Michigan 


October  7,  1976 


TESTIMONY  OF 
LUCY  BUCKLEY 
MICHIGAN 

BUCKLEY:  If  I had  Oiie  wish  that  this  Commission  could  ac- 

complish, it  would  be  to  take  away  the  stigma  of  Huntington’s 
disease  and  take  it  out  of  the  closet.  There  are  so  many  people 
who  don’t  know  what  Huntington’s  disease  is.  There’s  so  much 
need  for  education  and  there’s  so  much  need  for  help  for  people 
that  have  to  go  to  a mental  institution  because  there’s  no  other 
help  for  them;  who  have  to  live  under  despicable  conditions  be- 
cause there’s  no  help  because  no  one  knows  what  it’s  all  about. 

And  I’m  not  saying  that  nobody  knows  because  it’s  getting 
better  every  day,  but  I think  there’s  a real  need  for  psycholog- 
ical counseling  for  people  who  are  at  risk  in  learning  how  to 
deal  with  it.  So  many  people  are  so  apathetic  they  don’t  know 
where  to  turn  for  help,  so  what  do  they  do?  They  don’t  do  any- 
thing, and  they  suffer;  their  families  fall  apart.  And  there’s 
always  a burden  on  one  or  two  people  in  the  v;hole  family  and  it’s 
just  too  much  for  some  people  to  take  and  then  what  happens  to 
them?  They  don’t  know  what  to  do. 

I have  talked  to  so  many  people.  So  many  people  have  called 
me  and  said,  ’’What  do  I do?  My  husband,  I know  he  has  this  disease. 
He  won’t  face  it.  He  can’t  handle  it.  He  doesn’t  know  what  to  do. 

He  can’t  keep  his  job,  but  he  won’t  seek  help.”  This  has  happened 
so  many  times.  I don’t  know  what  to  say.  And  this  person  becomes 
abusive;  they  get  violent;  and  they  don’t  know  what  to  do. 

And  I think  that  if  we  can  do  one  thing  it  would  be  to  help 
these  people  that  are  at  risk  so  that  they  know  it’s  coming;  they 
know  it’s  going  to  happen;  then  they  know  how  to  deal  with  it. 

I’ve  had  it  in  my  family  for  so  long,  ever  since  I can  remember. 
And  there  are  so  many  people  who  don’t  want  to  admit  it.  Like,  my 
father  knew  what  my  mother  had;  he  knew  what  she  was  diagnosed  as; 
he  didn’t  tell  us.  I have  five  children.  My  sister-in-law  has  two 
children.  Her  husband  has  it.  He’s  been  in  and  out  of  hospitals 
for  20  years  and  now  he’s  so  bad  they  don’t  know  what’s  going  to 
happen  to  him.  She  has  a son  who’s  15  years  old.  He’s  been  in  a 
state  mental  institution  for  two  years.  He’s  run  away.  The  care 
he  gets  there  is  disgusting.  Everybody  knows  what  it’s  like  in 
Pontiac.  I don’t  have  to  explain  that. 
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But  I think  that  one  of  the  major  things  that  needs  to  be 
done  is  that  we  need  more  genetic  counseling  and  it  has  to  be 
more  readily  available  to  some  of  these  people  who  just  don’t 
know  where  to  go,  what  to  do,  and  how  to  get  help. 

I’ve  talked  to  so  many  people  who  said,  "I  didn’t  know  this 
was  in  my  fam.ily."  And  so  many  of  the  parents  knew  but  didn’t 
tell  their  children  because  they  don’t  want  to  face  it.  They 
don’t  want  to  admit  that  it’s  in  their  family.  This  is,  I think, 
one  of  the  biggest  problems  that  we  have  to  deal  with  in  trying 
to  get  people  to  admit  that  it’s  in  their  family,  get  genetic 
counseling,  and  get  some  psychological  help  for  people  who  are 
at  risk  who  don’t  know  where  to  go,  what  to  do. 

That’s  about  all  I can  say. 


STELLAR:  Mrs.  Buckley,  can  you  tell  the  Commission  specifically 

...this  is  in  your  family,  as  you  mentioned. 

BUCKLEY:  Yes. 


STELLAR:  Could  you  tell  us  specifically  where  you  sought 

attention  and  help?  Did  you  go,  for  example,  to  the  family  doctor, 
neurologist,  or  just  name  the  places  you  went  where  you  couldn’t 
get  the  help  that  you  wanted. 


BUCKLEY:  Yes,  okay.  I remember  my  mother  (when  I was  just  a 

child)  I was  seven  years  old  and  I knew  there  was  something  wrong 
with  my  mother  but  no  one  else  knew  what  it  was.  She  had  been  to 
so  many  doctors.  She  went  to  the  Mayo  Clinic;  they  didn’t  know 
what  was  wrong  with  her.  Finally,  after  she  was  sick  for  at  least 
ten  years  and  was  completely  debilitated. .. and  they  misdiagnosed 
...at  first  they  said  she  had  multiple  sclerosis,  and  that  she  was 
schizophrenic . 

I even  argued  with  a doctor  who  said... after  my  brother  was 
already  diagnosed  at  one  hospi tal . . . it  was  in  a nursing  home ...  and 
he  said,  "Well,  this  man  is  schizophrenic.  He  doesn’t  have  Hunting- 
ton’s disease."  This  doctor  was  a psychiatrist  and  he  didn’t  even 
know  what  Huntington’s  disease  was.  He  got  out  his  medical  dictionary 
and  he  looked  it  up.  And  he  said,  "He  doesn’t  have  these  symptoms." 
And  I said,  "Well,  maybe  the  symptoms  are  different."  I knew  what 
he  had  because  finally  after  my  mother  was  sick  for  15  years,  she 
came  here  to  the  University  Hospital  and  was  finally  diagnosed  as 
having  Huntington’s  disease. 

STELLAR:  But  where  did  you  go?  You  talked  to  a number  of 

doctors,  like  psychiatrists? 
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BUt'KLliY:  Yes. 

STILLAR:  Where  else  did  you  go  where  you  couldn’t  get  the 

help  that  you  needed? 

BUCKLRY : Well,  from  several  different  family  doctors  and 

like  I said... 

STELLAR:  The  family  doctor. 

BUCKLEY:  My  mother  was  to  the  Mayo  Clinic.  They  didn’t 

even  know;  they  couldn’t  diagnose  her. 

STELLAR:  No,  I want  to  know  where  you  went? 

BUCKLEY:  Me?  Where,  my  first  knowing? 

STELLAR:  Where  you  or  your  family  went  to  look  for  help  and 

couldn't  get  it;  like  going  and  talking  to  the  psychiatrist,  talk- 
ing to  the  family  doctor.  Who  else  did  you  talk  to  where  you 
couldn't  get  help? 

BUCKLEY:  All  right.  When  I was  pregnant  with  my  fifth  child 

I talked  to  my  family  doctor  and  I thought .. .now  this  was  ridiculous, 
but  I saw  it  in  a movie;  I think  "The  Valley  of  the  Dolls."  Some- 
body in  the  movie  had  Huntington’s  disease  and  they  came  out  with 
all  this  stuff.  This  is  a hereditary  disease;  it’s  a fatal  disease. 

I sat  there  and  almost  fell  off  the  seat,  you  know.  And  I said, 

"Oh,  that’s  what  my  mother  had;  that’s  what  my  mother  was  diagnosed 
as."  Here  I already  had  four  children  and  was  pregnant  with  my 
fifth  and  that’s  how  I found  out  about  it. 


STELLAR:  Did  you  go  to  any  social  agencies? 

BUCKLEY:  No,  then  I talked  to  my  obstetrician  and  he  said, 

"Well",  he  said,  "Yes,  I believe  it  is  hereditary."  He  didn’t 
know  anything  about  it.  And  then  after  that  my  family  found  out 
about  the  Michigan  Chapter,  but  this  was  through... 


STELLAR:  The  Michigan  Chapter  of  what? 

BUCKLEY:  Huntington’s,  Committee  to  Combat  Huntington’s. 


STELLAR:  CCHD? 

BUCKLEY:  Yes.  And  found  out  some  more  about  it  and  then  went 

for  genetic  counseling,  but  by  then  it  was  too  late  for  me.  My 
sister,  however,  did  get  genetic  counseling  here. 
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STELLAR:  Well,  essentially,  your  trouble  was  with  the  medi- 

cal profession? 

BUCKLEY:  Yes. 

STELLAR:  It  was  the  doctors,  essentially,  who  couldn't  give 

you  good  advice? 


BUCKLEY: 

Right . 

STELLAR: 

And  that's  what  we  have  to  know. 

BUCKLEY: 

Right,  okay.  I’m  sorry,  I get  a little  emotional. 

STELLAR: 

That's  quite  all  right.  Well,  thank  you  all  very 

much  for  your  presentations. 

Will  the  following  persons  please  come  to  the  front?  Sarah 
Smith,  George  Siegel,  Jerry  Wieske,  Jules  Schrager.  We  have  Sarah 
Smith  and  Jerry  Wieske.  Is  Joan  Rademacher  here?  Please  come  up. 
And  Ms.  Canning,  Tony  Rennon.  Is  Tony  Rennon  here?  Now,  we  have 
four.  I'll  call  first  upon  Sarah  Smith. 
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TE^.xMONY  OF 
SARMI  SMITH 
iviiCHIGAN 

SMITH:  I'm  Sarah  Smith  from  Battle  Creek,  Michigan,  and  a 

member  of  National  Huntington's  Disease  Association.  I work  for 
the  Kellogg  Company  and  I've  been  there  25  years.  I have  Hunting- 
ton's disease  and  I have  three  children.  My  boys  are  25  and  15. 

My  son  is  a brokerage  consultant,  and  my  20-year  old  daughter  is 
in  nurse's  training;  and  my  15-year  old  son  wants  to  be  a lawyer. 

When  I look  at  them  I know  that  they're  working  hard  to  get 
where  they  go,  but  that  in  the  middle  of  their  career,  right  when 
they  work  the  hardest  and  should  be  going  up,  they're  apt  to  go 
down.  But  just  the  same,  you  can't... this  is  one  reason  I'm  kind 
of  glad  we  don't  know  which  one  is  going  to  get  it  until  we  do 
find  out  what  to  do  about  it. 

Explaining  Huntington's  disease  and  what  we  need  done  in 
five  minutes  is  like  trying  to  explain  the  atom  bomb  and  the 
space  program  all  in  five  minutes. 

But  inpatient  services...!  get  awful  mean,  and  I get  awful 
ornery,  and  I have  depressed  days.  Most  of  the  time  I feel  good 
but  I have  depressed  days  that  I feel  everybody  in  the  world  is 
against  me  and  if  I just  had  somebody  that  I could  get  on  that 
telephone  and  talk  to.  It  couldn't  be  somebody  that'd  put  me  off 
until  4:30  two  weeks  from  now  because  it  wouldn't  help  me  any  un- 
less I could  talk  now.  And  if  I could  just  get  it  off  my  chest, 
then  by  the  time  my  family  came  in  I probably  wouldn't  take  their 
heads  off.  But  this  is  just  about  what  I do  by  the  time  they  get 
home  and  they've  been  very  understanding. 

This  may  seem  awful  little  to  you,  but  it's  important  to  me. 
My  two  older  children  speak  all  the  time  about  Mama's  chicken  and 
gravy,  you  know;  that's  because  I'm  Southern.  My  15-year  old  son 
will  never  know  what  Mama's  chicken  and  gravy  was  because  by  the 
time  he  got  there  I could  no  longer  cook. 

I've  worked  at  the  Kellogg  Company  for  25  years  and  I'm 
ordinarily  able  to  work  on,  but  they  think  that  I might  fall  in 
the  machinery  so  they  sent  me  home  and  refused  to  let  me  work. 

So,  I decided  why  fight  city  hall,  and  I stayed  at  home.  And  I'm 
kind  of  enjoying  it  for  the  first  time  in  25  years. 
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But  the  family  counseling_v;ould  have  to  be  stage  by  stage. 

You  can’t  just  go  and  take  a family  and  tell  them  all  about 
Huntington's  because  they  have  to  find  out  what  it  is, 

I have  just  spent  a week  in  New  York  with  my  sister.  Her 
husband's  father  died  and  I had  to  go  there  to  New  York  to  stay 
with  her.  She's  eight  years  older  than  I am  and  very  bad.  And 
he's  so  close  to  the  situation.  She  don't  have  any  children  at 
home  and  he's  so  close  to  the  situation  until  he  can't  cope  with 
her  proper;  she's  driving  him  crazy.  In  fact,  I really  thought 
when  I walked  in  that  house  that  she... he's  got  a woman  coming  in 
to... of  course,  when  you  have  somebody  coming  in  to  help  cook  and 
clean  house,  you're  going  to  have  two  or  three  days  in  between 
when  somebody's  not  there.  My  sister  panics.  He's  an  engineer. 

She's  able  to  walk  around  and  take  care  of  herself,  and  dress 
herself,  and  he  has  a nurse  come  in  once  a week  and  give  her  a 
bath.  But  there  was  three  days  in  between  and  in  this  time  his 
father  had  cancer... and  she  was  crying  and  telling  him  he  didn't 
care  anything  about  her  and  when  I went  into  the  house  every  night 
she  had  him  convinced.  Now,  us  Huntington's  patients  can  con- 
vince you,  you  know,  that  the  world  is  made  out  of  green  cheese  if 
we  take  a notion.  And  she  had  convinced  him  that  she  must  have 
four  shots  of  brandy  every  night  before  she  went  to  sleep  (Laughter) . 

Now,  you  .know,  I'm  telling  you  this  as  something  that  I've 
seen  a lot  of  them  do.  Now,  my  sister  was  a person  who  didn't 
drink.  She  might  take  an  occasional  dinner  drink,  but  very  little 
did  she  drink.  And  she  had  her  husband  convinced  that  she  had  to 
have  four  shots  of  brandy  to  get  in  bed. 

I told  her,  I said,  "You're  not  going  to  bed,  you're  falling 
in  bed,"  you  know.  So  she  cut  it  out.  I thought  possibly  she  was 

an  alconolic  but  she's  not;  she  cut  it  out. 

Now,  I'll  come  to  the  NIH.  I was  in  the  National  Institute 

of  Health.  I was  very  glad  and  when  I was  up  there  I was  very  ex- 

cited about  the  program  and  I didn't  have  any  drug  that  had  any 
effect,  except  the  Gamma  drug  and  I did  think  it  was  good.  And 
my  sister  thought  it  was  good  and  there  was  a nurse  from  North 
Carolina  who  thought  it  was  good.  But  there  were  four  men  who  took 
it  and  a whole  lot  of  doctors  that  could  see  no  results.  But  for 
one  thing  to  give  you  hope,  I think  some  day  they  may  try  that 
again.  They  try  to  rush  six  weeks  programs  in  up  there.  Kell, 
medicine  don't  necessarily  do  you  any  good  in  six  weeks. 
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1 couldn’t  tell  any  difference  in  myself  until  the  week  I 
left  coming  home,  and  I thought  that  was  because  I was  excited 
because  I was  coming  home.  But  I was  better  two  or  three  weeks, 
or  maybe  two  months  after  I got  home.  But  I didn't  begin  to 
get  better  until  just  before  I left  and  I'm  not  very  optimistic. 

I thought  this  was  probably  just  like... but  I still  have  great 
hopes  for  Gamma,  or  if  it's  not  Gamma,  it's  going  to  be  some- 
thing else  because  as  far  as  I'm  concerned  research  is  where  it 

is.  This  is  the  only  hope  there  is  for  my  children  and  I've 

about  given  up  hope.  I used  to  think  in  five  years,  but  I've 

about  decided  that  the  doctor  is  right.  I'm  not  as  smart  as  they 

are.  Maybe  it's  going  to  be  20,  but  this  will  be  better  than  not 
at  all. 


Now,  besides  research,  the  doctors  need  to  be  educated 
because  when  I had  Huntington's  disease  I went  in  to  my  family 
doctor,  who  is  the  best  diagnostician  in  Battle  Creek,  he  thinks, 
and  everybody  else  thinks  (Laughter)  and  I thought;  otherwise,  I 
wouldn't  have  been  paying  my  money  every  bit  for  17  years. 

But  when  I went  in... he  knew  about  my  mother... he  had  seen  my 
mother  with  Huntington's.  And  he  says  to  me"You've  got  it  on  the 
brain."  I had  never  mentioned  it  in  all  those  years,  and  my  mother 
had  been  dead  15  years.  I went  in  and  told  him.  My  husband  had 
told  me  for  two  or  three  months  before  or  six  months,  "You've  got 
symptoms;  you  ought  to  go  to  the  doctor."  And  I said,  "Shut  up 
or  I'll  cut  your  head  off."  So,  when  I went  to  the  doctor,  he 
told  me,  "You've  just  got  it  on  the  brain;  go  home  and  forget  it." 

So,  I came  to  this  hospital,  Ann  Arbor,  and  was  diagnosed  as 
Huntington's  and  went  home  and  told  my  fam.ily.  And  we  began  to 
work  on  it  as  best  we  could,  but  there  was  no  place  we  could  find 
any  help. 


Now,  I worked  for  a very  strong  union  at  Kellogg's  so  they 
protected  me  very  well.  But  I think  employers  should  be  educated 
that  we're  not  going  to  keel  over  and  die  just  because  we've  got 
Huntington's  disease.  I feel  that  I would  have  been  perfectly 
able  to  work  for  another  two  or  three  years.  Now^,  this  is  costing 
Uncle  Sam  money,  and  it's  costing  me  money,  and  it's  costing  the 
company  money.  So,  they  at  least  ought  to  understand  that  it's 
costing  them  money  because  they  do  like  money  (Laughter) . 

Now,  I agree  on  having  a home  for  the  patient  as  long  as  you 
can  to  keep  from  sending  them  out  of  the  home,  because  when  a 
patient  goes  in  a hospital  or  a nursing  home  it  hurts  the  family 
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a whole  lot  worse  than  it  does  the  patient  because  by  that  time 
...like  my  sister,  time  means  nothing  to  her.  Even  it's  beginning 
with  me.  Time  means  nothing  to  her.  If  her  husband  comes  once  a 
week  she’s  glad  to  see  him.  If  he  comes  once  in  two  months,  she’s 
glad  to  see  him.  But  it’s  just  like  he  left  yesterday,  you  know. 
She  loves  him  dearly,  but  she  talks  about  him  and  it’s  not... he's 
going  to  come,  you  know.  It’s  ’’John  is  going  to  come."  She  don’t 
care  when  he  comes  just  so  he  comes. 

I still  feel  that  I’m  able  to  work  at  Kellogg’s,  but  my  prob- 
lem is  that  sometimes  my  mind  blanks  out  words  and  my  mind  doesn’t 
...I  found  out  it  works  kind  of  like  a computer  and  my  computer 
don’t  work  too  good  sometimes.  And  when  I’m  trying  to  listen  to 
things  I get  really  confused  and  makes  it  hard  to  talk  because 
I’m  afraid  I’ll  forget  what  I want  to  say. 

And  this  is  the  way  that  a lot  of  Huntington’s  patients  annoy 
their  family  right  out  of  their  mind  is  because  they  keep  inter- 
rupting because  they  forgot  what  they  wanted  to  say. 

But  the  home  help,  if  they  could  come  in  and  help,  then  it 
would  be  cheaper  on  the  families  and  it  would  be  cheaper  on  them. 

I should  think  that  if  they  would  give  us  some  way  for  home  help, 
but  I don’t  know  too  much  about  that  because  I’m  not  at  that  stage. 
I’ve  only  seen  my  sister  working  that  and  I can  only  testify  for 
myself. 

I already  had  my  children  before  I knew  Huntington’s  existed. 
My  mother  was  diagnosed  in  New  York  Presbyterian  Hospital  in  1955 
and  she  died  in  ’59.  Now,  what  I’m  saying  this  for  is  to  show  you 
that  there  are  as  many  undiagnosed  patients  as  there  are  diagnosed. 

My  mother  was  one  of  six  children.  She  has  two  living  brothers  and 
sisters  with  Huntington’s  who  are  undiagnosed.  They  are  not  to  the 
stage  I am;  they  are  almost  at  the  stage  my  sister  is.  She  has 
one  sister  dead  and  she’s  dead  with  Huntington’s.  My  grandfather 
had  five  brothers  and  sisters,  and  he  and  three  more  of  them  died 
with  Huntington’s  and  died  too  young  to  know. 

So,  I think  that’s  all  I have  to  say  unless  you’d  like  to  ask 
me  something.  And  thank  you. 

STELLAR:  Thank  you  very  much.  As  I understood  your  recom- 

mendations, there  seem  to  be  five  altogether.  One  was  that  you 
would  like  to  have  someone  you  could  telephone  under  certain  cir- 
cumstances, someone  who  understood  you  and  your  sickness.  You 
would  like  to  have  family  counseling;  doctors  better  educated;  the 
employers  educated;  and  help  at  home  to  keep  you  from  going  to  the 
hospital.  Is  that  about  right? 

Okay,  thank  you  very  much.  Our  next  speaker  is  Jerry  Wieske. 
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TESTIMONY  OF 
JERRY  WIESKE 
MICHIGAN 

WIESKE:  I wrote  the  Commission  a letter  as  a spouse  of  a 

Huntington’s  disease  patient,  and  I think  I covered  most  every- 
thing I wanted  to  say  from  my  experiences  in  living  with  a woman 
who  was  in  the  earlier  stages  of  Huntington's  disease,  having 
children  who  are  growing  accustomed  to  the  change  in  her.  They're 
particularly  anticipating  the  changes  that  are  coming;  dreading 
I guess  is  the  right  word  for  that. 

At  any  rate,  in  my  letter  I talked  about  the  pressing  need 
for  medical  research  to  find  control  and  hopefully  to  cure.  I 
use  the  word  "hopefully"  to  cure  because  cancer  has  been  around 
for  so  many  centuries.  So  many  other  diseases  have  been  around 
so  long  that  cure  sounds  like  it's  something  that's  going  to  be  a 
long  ways  away.  Something  to  control  the  disease;  stop  its  inces- 
sant progress.  Using  the  presently  available  drugs  and  tranquili- 
zers and  muscle  relaxants  isn't  enough  even  when  it's  tailored  to 
the  individual's  needs.  Those  needs  keep  changing  and  the  time 
and  heartache  spent  in  going  through  the  experimentation  that's 
required  is  something  that  should  be  cleared  or  be  overcome  as 
soon  as  possible. 

The  second  point  that  bothers  a good  many  people — I think 
primarily  maybe  the  males  more  than  the  females,  but  I think 
they're  concerned  with  it  too  — is  the  need  for  home  Care,  a house- 
keeper or  a companion  type  service;  particularly  for  a father, 
a husband,  where  his  wife  is  no  longer  able  to  take  care  of  the 
house.  He  gets  concerned  because  she's  not  able  to  take  care  of 
him,  his  house,  or  his  children  in  most  cases. 

Right  now  I don't  know  of  any  place  that  the  members  of  our 
Chapter  can  go  if  they're  making  a normal  income  for  their  age 
bracket  or  job  experience.  It  seems  like  if  you're  making  over 
$10,000  a year  you  don't  qualify  for  any  of  the  State  aid  programs, 
and  so  on  and  so  forth.  Maybe  that'll  be  adjusted  in  a couple  of 
years  by  the  recognition  of  the  inflation  problem,  but  it  seems 
like  if  you're  making  any  kind  of  money  at  all  that  you  just 
worked  yourself  out  of  all  the  help  you  could  possibly  get. 

There's  a couple  programs,  pilot  programs,  I understand,  going 
on  throughout  the  country.  I got  some  literature  from  National 
Council  for  Homemaker  Help  Aide  Services  that  sounds  promising;  the 
use  of  senior  citizens  on  an  either  paid  or  volunteer  basis  to  work 
either  as  homemaker  or  home  health  aides. 
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Those  pilot  programs  right  now  are  being  financed  by  private 
monies  and  it  sounds  like  something  that  should  be  expanded  be- 
cause I know  of  a number  of  families  in  our  Chapter  who  need  that 
kind  of  service  now. 

The  need  for  corrective  and  supportive  therapy,  like  a number  i 
of  people,  speech  therapists,  have  talked  about  this  morning,  - 

about  retaining  as  much  as  possible  of  the  speech  capabilities.  f 

I can  see  that  it  could  be  done  and  if  it  could  be  done,  making  ■- 

that  service  available  to  everybody  who  has  the  H.D.  problem,  and  * 
not  just  those  few  who  are  either,  because  of  their  veterans  af- 
filiation^ getting  this  service  in  the  Veterans  Hospital,  or  be-  i 

cause  they've  gone  through  the  poverty  stages  and  are... well, 
that's  maybe  a little  drastic,  but  they're  at  the  point  where  they 
can  qualify  for  State  aid  and  are  getting  the  services  through  ti 

some  state,  or  county,  or  city  programs. 

I guess  the  other  thing  that  bothers  most  people  in  the  : 

Chapter,  I think,  is  not  the  cost  right  now  for  the  short-term  J 

care.  Most  of  the  medical  insurance  programs ...  they  have  Blue 
Cross,  and  so  on  to  take  care  of  that.  In  some  cases  when  they're  i 

in  nursing  homes  the  Medicaid  and  that  type  program  takes  care  of 
the  majority  of  that  stuff.  But  it's  the  long-term  care  that  - 

Medicaid  doesn't  cover;  the  cost  of  long-term  custodial  care,  for  l 
example,  when  you're  no  longer  able  to  stay  in  a nursing  home. 

Finding  a qualified  nursing  home  is  another  major  problem; 
one  that  will  accept  and  keep  an  H.D.  patient  past  the  point  1 

where  they  can  care  for  themselves  partially;  where  they're  not 
requiring  full-time  personal  attention  by  the  individuals  operating 
the  home . 

The  possibility  of  finding  an  establishment  or  facility  of 
some  kind  that  will  accept  not  just  maybe  H.D.  patients,  but 
other  neurological  chronical  disease  patients  who  aren't  really 
bad  off  enough  emotionally  or  mentally  that  they  require  incarcer- 
ation in  a State  mental  institution,  but  they  can't  take  care  of 
themselves  anymore  in  most  instances.  While  private  institutions, 
they  can  take  care  of  you  up  to  the  point  where  they're  not  losing 
money,  and  I think  that  problem  is  something  that  has  to  be  taken 
care  of  eventually. 

I guess,  everybody  else  that  I heard  talk  today  covered  a 
good  many  things  that  I would  think  about  saying  myself,  and  about 
the  only  other  thing  that  I can  think  of  to  talk  about  is  maybe 
give  you  a few  numbers. 
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I've  been  with  our  Chapter  actively  for  only  a couple  of  years, 
and  I've  been  president  for  about  a year.  If  you’re  wondering  how 
many  people  are  involved  with  Huntington’s  disease-~and  I’ll  only 
speak  from  our  limited  Chapter  records — we’ve  got  about  1,616  ad- 
dresses on  the  mailing  list.  Ninety-seven  are  professionals:  doc- 

tors, lawyers,  nurses,  and  so  on  and  so  forth,  people  who  in  their 
professional  capacity,  anyway,  are  interested  in  Huntington's  disease 
and  ask  for  information,  or  that  we  decide  to  send  to.  But  then  there 
are  144  Michigan  cities  and  nine  of  the  cities  in  Northern  Ohio.  Be- 
sides that,  we  send  them  to  14  other  States  and,  of  course,  the  Chap- 
ters are  all  over  the  country.  The  519  families  is  what  I’d  really 
like  to  talk  about. 

VJe  know  that  there  are  96  families  that  have  an  H.D.  diagnosed 

individual  in  the  family;  have  135  families  that  have  been  identi- 
fied as  being  at  risk;  we’ve  got  10,  and  only  10,  which  is  inter- 
esting from  the  point  of  view^  that  people  who  are  at  low  risk... 
and  by  low  risk  I mean  are  either  children  of  at  risk,  or  children 
of  somebody  who  has  low  risk,  or  even  lower  than  that.  We  have  10 
people  who  are  currently  interested  enough  to  stay  on  our  mailing 
list  to  find  out  what  we  are  trying  to  do  to  do  something  for 
Huntington’s  disease,  which  is  the  whole  problem  in  itself;  getting 
the  people  who  should  be  concerned  about  it  eventually,  concerned 
about  it  enough  now  that  they  do  something  about  it. 

The  other  portion  of  our  mailing  list  makes  up.  I know  of  78 
interested  families:  that’s  in-laws,  or  friends,  types  that  are 
interested  in  our  information,  or  contributing,  and  so  on. 

Fortunately,  our  records  right  now  aren’t  real  good.  We  have 
volunteer  help  over  the  years  and  they  identify  individuals.  They 
don't  always  have  why  they’re  with  our  Chapter,  so  I’ve  got  about 
200  unknowns.  And  using  some  mathematics  that  my  boss,  who’s  a 
statistical  analyst, gave  me  I came  up  with  some  numbers  that  gave 
me  some  numbers  for  those  unknowns.  Working  out  percentages,  I get 
about  30  percent  of  those  319  people  have  H.D. ; 42  percent  are  at 
risk;  3 percent  are  low  risk;  and  24  percent  are  interested  parties. 

Using  those  numbers,  going  back  to  my  basic  number,  I come  up 
with... if  I use  those  percentages  against  the  200  unknowns  and 
add  those  to  my  total  quantities,  instead  of  having  just  96  people 
diagnosed,  I might  have  156  in  our  Chapter,  156  individuals;  220 
instead  of  just  135  at  risk  families;  16  low  risk  families;  and 
possibly  127  interested  parties. 

I took  those  numbers  and  added  the  other  half  to  the  family 
of  each  diagnosed  patient  that  I know  of  as  a spouse,  with  one 
exception.  And  that  means  there’s  156  diagnosed  possibles;  that 
means  there’s  312  people  involved  altogether  with  the  illness;  we 
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come  up  with  220  at  risk  individuals  and  they’re  married.  I don’t 
think  we  have  anybody  that’s  at  risk  that’s  on  the  Chapter 
single.  At  any  rate,  that’s  another  440  people.  Doing  the  same 
thing  to  the  low  risk,  I come  up  with  32  more. 

And  just  using  the  national  averages  of  two  children  per 
family,  account  for  another  470  people.  It  turns  out  that  our 
Chapter  is  servicing  1,250  some  people  who  are  affected  by 
Huntington’s  disease;  some  directly,  some  indirectly. 

That’s  really  talking  about  the  tip  of  the  iceberg  because 
there’s  a lot  more  we  don’t  know  about  our  people.  Looking  at  the 
Chapter  quantities  of  people  who  are  on  our  mailing  list  and  saying 
well,  that’s  519  families;  that’s  not  so  many.  But  I’ve  got  seven 
that  I know  personally  that  are  involved  on  the  mailing  list. 

For  example,  my  father-in-law  was  diagnosed  with  H.D.  There 
are  seven  of  his  family  who  are  on  the  mailing  list.  They  repre- 
sent two  sons  and  their  wives,  three  daughters  and  their  husbands, 

28  grandchildren,  13  grandchildren,  11  great-grandchildren,  and  one 
great-great.  At  any  rate,  when  you  take  a look  at  my  father-in-law’s 
family  and  say  seven  people  on  the  mailing  list,  it  turns  out  that 
there  are  63  individuals  affected  by  H.D. 

So,  when  I look  at  the  need  of  individual  families  and  see  it 
mushrooming,  I see  that  if  this  Commission  can  accomplish  anything 
at  all  in  the  way  of  eliminating  the  problem  of  H.D.  or  helping  us 
cope  with  it,  my  needs  and  theirs... 

STELLAR:  Thank  you.  To  summarize,  your  recommendations  overlap 

many  of  the  others  but  includes  such  things  as,  and  you  had  first  on 
your  list,  drug  research,  meaning  drug  research  for  treatment  or 
medicine  for  treating  patients. 

WIESKE:  Something  to  control. 

STELLAR:  Right.  You’re  interested  in  home  care  of  various 

types  even  just  to  help  the  patient  dress,  or  be  fed,  or  protected; 
and  speech  or  other  types  of  therapy;  and  counseling. 

WIESKE:  Something  to  meet  the  changing  needs. 

STELLAR:  Yes.  And  financial  help  of  whatever  type  depending 

on  the  stage  and  the  needs,  correct? 

WIESKE:  Right. 

STELLAR:  I think  those  are  the  major  recommendations  that 

you  had. 
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WIESKE:  Yes,  sir. 

STELLAR:  Very  well.  Anybody  else?  Dr.  Wexler,  did  you  have 

anything?  Thank  you  very  much. 

Our  next  speaker  is  Joan  Rademacher. 

RADEMACHER:  Rademacher. 

STELLAR:  Rademacher;  it's  an  "a",  not  an  "o"? 

RADENtACHER:  Yes. 

STELLAR:  All  right,  Rademacher,  wheel  maker;  go  ahead,  make 

a wheel. 
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TESTIMONY  OF 
JOAN  RADEMACHER 
MICHIGAN 

RADEMACHER:  Well,  I will  try  in  five  minutes  to  make  a very 

complete  wheel.  You  haven’t  received  any  written  information  from 
me  because  I keep  changing  my  mind  and  what  are  the  most  important 
points . 

WEXLER:  Write  them  all  down.  You  can  be  as  long  as  you  want 

in  writing. 

RADEMACHER:  Okay.  We'll  get  it  in  eventually,  I'm  here  be- 

cause last  year  my  husband  died  of  Huntington's  disease.  He  was 
39  years  old  at  the  time,  so  he  didn't  hit  that  35  to  50  with  15 
years  category.  We  have  four  children  who  are,  of  course,  at  risk. 
My  husband  has  two  sisters  who  have  Huntington's,  one  who  has  died. 
He  has  one  brother.  So  out  of  a family  of  four  children,  three 
have  been  affected  by  Huntington's  disease. 


I'm  a member  of  the  Michigan  Committee  to  Combat  Huntington's 
Disease,  which  was  one  of  the  first  sources  of  aid  that  I encountered.} 

(1 

What  I want  to  do  is  start  at  the  beginning  when  we  thought  || 

my  husband  might  have  Huntington's,  or  we  knew  there  was  something  || 

wrong.  He  was  losing  weight,  so  he  went  to  an  internist  in  Lansing  i! 

for  a diagnosis.  By  that  time  we  were  aware  of  the  family  history,  1? 
but  the  diagnosis  was  very  difficult  to  make.  So,  the  physician  if 

told  me  that  I could  watch  for  symptoms;  since  I'm  a nurse  that  I ji 

should  be  able  to  outline  symptoms  and  follow  the  disease  progress.  if 
This  was  not  only  difficult  to  do,  it  was  extremely  impossible  for  \f, 

me  to  do  because  many  of  the  symptoms  were  also  symptoms  that  could  i'; 

be  related  to  a central  nervous  system  lesion.  || 


At  any  rate,  we  called  the  University  Hospital,  found  out  the 
name  of  the  Chief  of  Neurology,  and  made  an  appointment  to  see  him, 
came  here,  had  the  diagnosis  made,  learned  also  through  the  Depart- 
ment of  Genetics  that  in  addition  to  my  husband's  mother,  there 
was  also  his  grandfather  and  they  had  already  had  some  knowledge 
of  our  family. 

After  a diagnosis  was  made  it  was  easier  because  we  could  go 
ahead  and  plan.  We  knew  we  were  going  to  need  some  help  so  we  con- 
tacted our  local  community  mental  health  agency.  I went  alone 
initially.  My  husband  was  reluctant  to  go  for  any  help  at  that 
time.  The  person  who  had  been  assigned  to  us  was  a psychologist. 
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He  had  no  knowledge  of  Huntington's  disease,  I took  what  informa- 
tion I had  found  from  old  textbooks,  got  in  touch  with  Marjorie 
Guthrie.  She  sent  more  things.  We  had  counseling,  but  inter- 
estingly enough,  the  counseling  ended  when  our  Blue  Cross  cover- 
age ended  and  we  had  just  really  begun  to  touch  the  notion  of  my 
husband  being  ill  over  a period  of  time. 

He  was  working  making  parts  at  White  Motor  Company  in  Lansing, 
which  is  where  we  live.  He  was  unable  to  work  with  the  machines 
involved,  and  so  at  one  point  he  was  going  to  be  dismissed  but  we 
found  a person  who  had  a union  association.  He  then  was  given  a 
job  in  the  inventory  taking  department;  when  he  couldn't  do  that, 
he  became  a janitor;  when  he  couldn't  do  that,  he  was  an  elevator 
operator;  and  when  he  couldn't  do  that,  he  could  not  work. 

When  he  could  not  work  I called  the  Department  of  Vocational 
Rehab;  not  because  I thought  he  could  be  trained  for  another  job. 

1 knew  better  than  that,  but  I hoped  that  they  could  provide  some- 
thing in  the  way  of  occupational  therapy,  recreational  therapy. 

They  couldn't  do  anything  without  a doctor's  referral.  The  doctor 
thought  I was  a complete  idiot  because  I would  even  think  of  voca- 
tional rehab,  you  know.  He  explained  to  me  that  he  knew  the  disease 
processes , which  I already  knew,  so... 

STELLAR:  Keep  your  voice  up. 

RADEMACHER:  Oh,  okay.  My  husband  was  home  for  six  months  and 

then  when  it  became  apparent  that  he  would  need  to  be  hospitalized 
we  started  going  through  the  nursing  homes  in  our  area.  Nursing 
homes  would  be  interested  in  taking  him  if  I could  guarantee  there 
would  be  no  eratic  behavior.  So,  of  course,  we  didn't  make  it  to 
a nursing  home. 

The  next  stop  was  a VA  Hospital;  it's  the  Grand  Rapids  Veterans 
Facility — I guess  it's  all  right  to  say — where  I was  at  first  im- 
pressed. I saw  a lot  of  nurses  with  startched  white  caps  and  uni- 
forms. After  we  had  been  there  maybe  a couple  of  weeks,  I realized 
that  the  treatment  for  Huntington's  disease  was  to  put  you  to  bed 
with  a posey  belt,  other  restraints,  lots  of  medication,  som.e  of 
which  I thought  was  contraindicated;  no  opportunity  to  talk  with 
the  physician.  None.  He  was  out  of  town;  he  was  not  available; 
it  was  his  day  off;  he  was  out  to  lunch.  No  opportunity. 

Fortunately,  during  the  time  that  we  were  there,  and  while  I 
was  looking  for  other  places.  Dr.  Kohrman  from  the  University  of 
Michigan  had  a program,  a research  program,  that  he  was  working  on. 
He  called  us;  we  came  down.  The  disease  was  too  far  progressed  for 
any  help. 
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But  while  we  were  here  we  made  the  decision  to  go  to  Ypsi  ' 

State  Hospital,  which  incidentally  had  been  low  on  the  list  of 
priorities  for  care;  you  know,  it  had  been  at  the  very,  very  I 

bottom.  ! 

You’ve  heard  Carol  Yoakum  this  morning  from  Ypsilanti;  you  / 

heard  Dr.  Stehman.  All  I can  say  at  this  point  is  we  should  have  | 

gone  to  Ypsilanti  first.  It  is  a mental  hospital.  People  re-  ^ 

sponded  to  the  fact  that  I was  taking  my  children  there  to  that  > 

"mental  institution."  It’s  an  ugly  old  building,  but  there  are 
people  there  that  actually  give  a damn  and  I think  that’s  what 
giving  care  amounts  to.  They  have  a high  level  of  awareness.  | 

They  have  no  resources,  except  one  another,  literally  none.  But  | 

they  are  involved  because  they’re  aware  of  what’s  going  on.  I 

Having  children  visit  a state  hospital  (I  touched  on  that)  is  t 

a bad  scene.  In  fact,  one  of  my  kids  said  today,  "Be  sure  you  J 

tell  them  that  they’ve  got  to  find  a better  way  to  treat  patients.  j 

That  they’ve  got  to  find  a better  way  to  hospitalize.  So,  would  4 

you  please  do  that?"  J; 

The  other  thing  with  awareness  is  not  just  for  the  public. 

I’ve  indicated  by  what  I’ve  said  that  doctors  need  to  be  informed. 

One  of  the  most  striking  examples  that  I could  give  you  is  that 
when  my  husband  was  dying  he  was  given  IV ’s  which  is  a normal  course. 
The  physician  who  was  on  duty  at  night  came  to  start  one  when,  of 
course,  it  came  out  because  of  all  the  rapid  movement.  And  he  said,  ' 
"Mr.  Rademacher,  if  you  would  just  hold  still  I could  get  this  in  a 
little  easier."  I can’t  think  of  an  example  that  would  point  out 
lack  of  awareness  any  greater  than  that.  He  was  taking  care  of  a 
man  who  had  Huntington’s  disease  and  apparently  it  was  only  a name; 
it  was  only  the  name  for  a disease. 

So,  if  it  were  left  to  me,  I would  tell  you  to  do  three  things, 
the  first  one  being,  make  people  aware.  And  I don’t  mean  people, 
the  general  public,  or  people,  those  of  us  who  have  an  immediate 
contact  with  Huntington’s.  I mean  physicians.  I mean  schools  of 
nursing,  schools  of  medicine,  schools  of  social  work.  I mean  people 
who  are  in  all  these  areas,  make  on-the-job,  in-service  programs 
available  to  them.  Educate  everybody  and  anybody  to  what’s  going 
on  with  Huntington’s.  Make  them  aware;  make  them  accept  the  fact 
that  jerky  movements  is  a normal  thing  for  this  disease. 

People  who  have  cancer  are  expected  to  have  pain;  people  who 
have  epilepsy  are  expected  to  have  seizures;  people  who  are  diabetic 
are  expected  to  take  insulin  or  Orinase  or  some  kind  of  medication. 

And  the  people  need  to  be  educated  to  the  fact  that  people  who  have 
Huntington’s  have  jerky  movements  as  one  manifestation. 
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Of  course,  the  other  thing,  the  third  thing,  is  research. 

And  you've  heard  this  over  and  over  again  all  day. 

STELLAR:  Thank  you  very  much.  I won't  summarize  since  you 

did  it  so  well  yourself  and  it  does  agree  with  recommendations  of 
other  individuals.  Any  questions  from  the  other  members  of  the 
Commission? 

We  have  one  more  chair,  as  you  see,  being  filled  by  Dr. 
George  Siegel,  Neurologist  at  University  of  Michigan  Medical 
Center.  So,  I'll  ask  Tony  Rennon  just  to  wait.  His  turn  will 
be  next.  Please  go  ahead  Dr.  Siegel. 
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TESTIMONY  OF 
GEORGE  SIEGEL,  M.D. 

UNIVERSITY  OF  MICHIGAN 
MEDICAL  CENTER 

SIEGEL:  Thank  you,  and  also  thank  you  for  letting  me  barge 

in  here  out  of  turn. 

I had  some  prepared  comments  to  m.ake  on  mainly  the  medical, 
biochemical,  pathophysiologic,  and  investigative  aspects 
of  Huntington's  disease.  I couldn't  help  though  adding  a couple 
other  comments  after  listening  to  the  speakers^  during  the  few 
minutes  that  I've  been  here,  who  have  pointed  out  some  very  important 
problems  I think  very  eloquently. 

Huntington's  disease,  of  course,  is  a genetically  trans- 
mitted disorder  involving  pathology  in  portions  of  the  brain,  as 
you  know, I think,  particularly  in  the  basal  ganglia.  There  is 
no  really  effective  useful  form  of  medical  and  medicinal  therapy 
for  Huntington's  disease  at  this  time.  Actually,  the  m.ost  im- 
portant form  of  therapy  that  we  have  available  to  us  is  that  of 
personal  contact  and  personal  care  on  the  part  of  the  physicians 
and  medical  personnel;  not  only  to  the  patient,  but  really  to  the 
patient's  family  as  well. 

And  I certainly  agree  with  the  statements  made  before,  that 
the  disease  affects  not  just  the  specific  individual,  but  actually 
all  the  members  of  the  family,  including  the  spouse,  and  particu- 
larly, the  children.  And  the  most  effective  therapy  available  to 
us  at  this  time  is  that  of  personal  contact  and  personal  care  with 
the  patient  and  the  family  members. 

Research  is,  of  course,  very  important  for  future  forms  of 
therapy,  but  I think  that  it  is  just  as  important  to  make  use  of 
that  particular  mode  which  is  available  to  us.  And  I would  really 
stress  the  point  of  personal  care.  Having  people  to  talk  to,  to 
explain  things  to,  and  having  people  aware.  And  I must  agree,  in- 
cluding medical  personnel,  having  them  aware  of  the  nature  of  the 
problem  isr  I think,  most  important. 

In  addition,  I can  just  run  through  briefly  an  outline  of  other 
aspects,  I think,  of  medical  management  at  this  time  that  are  im- 
portant in  terms  of  providing.* 

1.  Proper  facilities  for  caring  of  the  disabled  patient. 

I think  that  this  is  extremely  important.  It's  very 
difficult,  as  you've  heard  stated,  to  get  patients 
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with  Huntington's  disease  into  appropriate  facil- 
ities because  the  facilities  very  often  ask  exactly 
the  question  I've  heard.  They  don't  want  to  be  dis- 
turbed by  problems  in  caring  for  an  individual  with 
strange,  jerking  movements  and  erratic  behavior. 

And  that  problem  really  can  be  alleviated.  That's  not 
a question  of  technology  that's  not  available,  and  it's 
not  a question  of  information  that's  not  available. 

It's  simply  a matter  of  teaching  people  and  providing 
facilities  and  arranging  with  these  facilities  that 
they  should  admit  Huntington's  disease  patients  and  do 
what  is  necessary  to  take  care  of  them.  So,  that's 
something  that  is  available  to  us  at  this  time.  It's 
a question  of  organizing  the  attention  and  the  money 
toward  it  on  a national  scale. 

2.  Providing  care  for  the  children  at  home  and  the  spouse 
at  home  while  the  individual  is  disabled.  The  children, 

I find  in  patients  that  I've  dealt  with,  develop  prob- 
lems in  that  the  remaining  adult  member  is  after  all 
the  wage  earner,  has  to  go  to  work,  and  cannot  go  to 
work,  earn  a living,  and  take  care  of  the  children  at 
home  at  the  same  time.  And  as  pointed  out,  it  is 
definitely  very  difficult  to  get  appropriate  home  care 
facilities  so  that  the  wage  earner  can  still  earn  his 
wages  and  live  a respectable  life. 

So,  I would  say  that  provision  of  facilities  for  the 
spouse  and  children  at  home  in  order  to  permit  the  wage 
earner  to  continue  living  in  a respectable  fashion  and 
earning  his  wages  at  his  usual  occupation  and  still  have 
someone  to  take  care  of  the  children  at  home.  I think 
that's  a second  important  aspect  of  the  medical  manage- 
ment and  I think  that  is  also  something  that  is  avail- 
able to  us  at  this  time.  It's  not  a matter  of  investi- 
gation, or  technology  remote  and  to  the  future. 

3.  Relief  of  responsibility  from  the  remaining  wage  earner 
for  this  care.  That  is,  if  the  wage  earner  is  responsible 
for  staying  at  home,  he  is,  of  course,  unable  to  continue 
his  occupation. 

4.  Early  diagnosis  of  the  disease  in  children  of  affected 
parents.  And  I think  the  reasons  for  this  are  quite 
obvious  and  they  involve  having  information  available 
with  regard  to  genetic  counseling  of  the  children  in 
terms  of  future  childbearing  plans  of  their  own. 
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At  the  present  time  there's  no  effective  means  of 
reliably  diagnosing  the  condition  early  in  the  child 
before  obvious  s>*mptoms  develop.  And  as  you  know, 
the  obvious  s>~mptoms  often  develop  after  they  them- 
selves have  gotten  married  and  had  other  children. 

And  this  is  a question  of  investigation.  At  the  moment 
there  is  no  reliable  means  of  early  detection.  This 
is  strictly  a matter  for  investigation. 

5.  The  investigation  techniques,  I don’t  think  we  have 
to  go  into  specifically.  In  general,  the  techniques 
for  this  investigation  will  depend  on  parallel 
studies  on  a molecular  and  physiologic  level  involving 
the  central  nervous  system  tissue, 

I think  an  important  aspect  of  this  kind  of  investi- 
gation is  that  it  has  to  be  done  on  a national  scale, 
not  on  a small  scale  in  one  to\vn,  but  there  has  to  be 
cooperativity  among  a number  of  centers  across  the 
country  in  pooling  their  inform.ation  and  then  devising 
logical  and  organized  systems  of  screening,  various 
tests,  drugs,  and  other  methods.  So,  I would  say  a 
national  cooperative  approach  is  necessary. 

6.  In  terms  of  treatment,  I think  I covered  the  treatment 
that  is  available  at  the  moment.  In  terms  of  future 
treatFient  the  question  of  medicinal  or  medical,  speci- 
fic medical  treatment  for  the  disease  depends  on  the 
results  of  basic  neurochemistry,  neurophysiologic, 
neuroanatomical  investigations. 

And  it  is  difficult  at  this  time  to  point  out  what 
particular  avenue  is  likely  to  bear  fruits.  I think 
it’s  important  to  recognize  that  there  isn’t  any  avail- 
able specific  effective  reliable  means  of  treatment  at 
this  time.  The  use  of  various  tranquilizers  and  other 
drugs  such  as  Haldol  and  Phenothiazines  and  Reserpine 
have  variable  degrees  of  effectiveness. 

Usually  the  effectiveness --and  I think  it’s  not  great  — 
it  certainly  does  not  stop  the  progression  of  the  dis- 
order. The  extent  of  amelioration  is  usually  small 
and  not  prolonged.  So,  I think  that  the  awareness  must 
be  there,  let's  say,  at  a Congressional  level,  since 
that’s  what  we’re  really  talking  to,  but  there  isn’t  any 
really  specific  effective  means  of  treating  the  disease 
at  this  time  so  that  we  don’t  fool  ourselves  into  think- 
ing that  the  use  of  lots  of  varieties  of  pills  is  doing 
anything . 
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Now,  let’s  get  into  the  question  of  investigation.  As  I said, 

I think  that  the  directions  in  terms  of  devising  medical  treatment 
...an  example  of  such  an  investigative  scheme  that  paid  off  is  the 

use  of  L-dopa  in  another  type  of  disorder,  namely.  Parkinsonism. 

I mention  this  only  as  an  analogy  to  point  out  that  such  an  investi- 
gative scheme  can  work.  If  it  has  worked  with  another  process,  it 
can  work  with  this  process.  By  the  way,  that  doesn't  mean  that 
L-dooa  is  the  final  answer  for  Parkinsonism  either.  As  WQ  ’J,  V70 1 1 
know,  that's  also  an  ameliorative  treatment,  but  at  least  it  has  a 
great  deal  of  effectiveness. 

In  the  case  of  Huntington's  disease  there  is  a certain  amount 
of  information  available  to  us  now  that  indicate  certain  areas 
that  should  be  studied.  And  maybe  I'll  just  mention  these,  you 
know,  briefly  without  dwelling  on  the  details;  and  that  is,  the 
metabolites  and  enzymes  involved  in  glutamate  and  gamma  amino 
acid  metabolism.  These  are  amino  acids  found  in  the 
brain  that  are  presumed  to  have  a role  in  neurofunction,  and  there 
is  already  some  ev'idence  that  in  the  brain  tissues  of  deceased 
Huntington's  disease  patients,  there  are  decreases  in  the  levels  of 
glutamate,  glutamatic  acids  decarboxylates  and  gamma  and  that 
these  are  found  in  these  individuals  but  not  in  others.  So,  there's 
a suggestion  that  perhaps  the  specific  pharm.acologic  problem  relates 
to  these  particular  amino  acids. 

Now,  that  means  that  if  this  is  to  be  explored  with  any  pos- 
sibility of  success,  it  also  has  to  be  done  on  a large  scale  across 
the  country  with  cooperativity  among  a variety  of  centers.  And 
this  means  organization,  and  it  means  setting  up  centers  for  a 
neurochemical,  neurophysiologic  and  neuropharmacologic  research; 
and  these  centers  being  fully  equipped  to  handle  all  of  the  various 
investigative  techniques  required;  and  perhaps  a tissue  bank  with  a 
national  cooperative  kind  of  organization  so  that  tissue  when  ob- 
tained can  be  referred  into  appropriate  centers  and  all  of  the 
various  analyses  performed. 

Now,  the  investigation  into  the  levels  of  these  amino  acids 
and  the  enzymes  involved  in  their  production  and  degradation  are 
important  in  that  if  we  are  to  find  an  agent  that  can  regulate  the 
level  of  a neurotransmitter  within  a discreet  portion  of  the  brain, 
then  we  shall  have  to  know  the  means  by  which  the  material  can  be 
regulated.  The  regulation  depends  on  the  enzymes  making  it,  the 
enzymes  degrading  it,  and  on  mechanisms  involved  in  releasing  the 
substance  at  the  spot  where  it  needs  to  work,  and  on  taking  the 
substance  away  so  that  when  it's  done  its  job,  it's  removed  and  it 
goes  on  to  other  things. 
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And  so  we  have  to  understand  those  mechanisms,  then  we  can 
understand  how  to  find  pharmacologic  agents  for  controlling  these 
mechanisms,  and  at  the  present  time  we  don’t  have  any  pharmacologic 
tools  that  specifically  are  able  to  increase  or  decrease  the  levels 
of  glutamate  or  gamma  in  the  brain,  or  that  are  specifically  able  ^ 
to  affect  gamma  receptor  itself,  or  to  affect  its  means  of  re-  j 

lease  or  reuptake. 


So,  the  point  is  that  if  we  are  to  explore  these  particular 
amino  acids  and  their  relationship  to  Huntington’s  disease,  we 
need  to  understand  the  mechanisms  involved  in  their  regulation 
physiologically,  then  we  can  devise  pharmacologic  tools  for  con- 
trolling these  things  from  the  outside. 


Other  substances  I would  mention  that  are  relatively  recent 
advents  to  the  scene  of  neurochemistry  and  that  may  be  related  to 
the  whole  mechanism  are  the  cyclicnucleotides , cyclicquanonomano 
nhosphates  and  quananylcyclase , an  enzyme  involved  in  the  regula- 
tion of  these  neuro-effective  agents. 


Now,  in  addition  to  studying  brain  tissue,  another  type  of 
study  I think  is  important  and  that  is  the  study  of  metabolites  of 
these  substances  in  the  cerebral  spinal  fluid  of  patients  with 
Huntington's  disease,  and  also  perhaps  in  potentially  affected 
children. 


Now.  a great  deal  of  past  experience  with  measuring  substances 
in  the  serum  and  in  the  urine  in  various  neurologic  diseases  and  in 
various  em.otional  disorders  has,  I think,  led  to  the  idea  that 
serum  and  urine  metabolite  measurements  are  not  instructive  with 
regard  to  brain  function  because  there  are  too  many  other  organs 
that  pour  their  substances  into  the  serum  and  urine. 

However,  cerebral  spinal  fluid  measurements  may  be  much  more 
pertinent  to  events  that  are  to  be  found  in  the  brain  that  are 
pertinent  to  the  brain  disorder.  And  there  are  a number  of  metabo- 
lites, particularly  of  these  more  recently  studied  amino  acids  and 
cyclicnucleotides  that  may  be  studied  in  the  spinal  fluid  and 
their  levels  in  the  spinal  fluid  may  be  indicative  of  other  paths 
to  follow. 

Now,  for  some  of  these  substances,  technology  is  not  yet  avail- 
able, but  easily  developed,  particularly  the  measurement  of  tiny 
quantities  of  amino  acids  and  nucleotides — and  spinal  fluid,  I'm 
sure  can  be  performed  without  too  much  delay.  It's  a question  of, 
again,  here  organizing  and  putting  the  money  into  it.  And  I think 
that  these  can  be  done  also  on  a national  cooperative  scale. 
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So,  in  summary  of  that  point,  it’s  the  study  of  spinal  fluid, 
cerebral  spinal  fluid  metabolites,  particularly  the  newer  ones 
that  have  more  recently  been  invoked  in  possible  pathophysiology 
of  this  disease. 


Well,  I looked  down  here  in  my  notes  and  I think  I’ve  covered 
everything  that  I could  think  of  that  was  important  as  briefly  as 
possible  without  getting  bogged  down  with  details. 

STELLAR:  Thank  you  very  much.  Dr.  Siegel.  I think  the  Com- 

mission would  be  very  pleased  to  have  you  send  us  something  in 
writing  with  your  recommendations.  I’m  not  suggesting  a research 
protocol  or  interfering  with  anything  you  may  be  doing  yourself. 


SIEGEL:  You  can  take  these  notes. 


STELLAR: 

SIEGEL: 

WEXLER: 

SIEGEL: 


In  general . . . 

Do  you  want  to  take  these...? 

We  will  also  transcribe  what  you've  said. 

All  right.  Well,  then  you  can  try  to  follow  that. 


STELLAR:  We  can  take  them.  If  there  is  more  detail,  or  if 

you  care  to  order  this  with  some  evaluation  of  priority,  and  so  on 
...although  we  have  discussed  these  things, and  will  be  discussing 
them  further,  and  will  hear  from  other  individuals  about  them,  we’d 
be  very  pleased  to  entertain  your  suggestions  on  broad  lines  as  to 
what  directions  research  should  take  because  we  must  decide  our- 
selves what  to  recommend  to  the  Congress  as  to  amount  of  money  to 
spend  on  research,  and  where  it  ought  to  go,  at  least  in  general 
terms . 


SIEGEL:  I would  like  to  add  one  more  point  as  an  addendum, 

by  the  way,  with  regard  to  the  question  of  research.  The  items 
that  I mentioned  in  terms  of  research  in  the  molecular  physiology 
of  brain  pathology  in  Huntington’s  disease  are  important,  by  the 
way,  not  just  for  the  purpose  of  treating  Huntington’s  disease-- 
not  that  that’s  not  a great  purpose  in  itself — but  the  fact  is 
that  it’s  very  important  for  us  to  understand  brain  function  in 
general.  And  the  fact  is  that  in  studying  disease  we  also  learn 
the  function  generally  of  the  organ  and  that,  by  the  way,  helps  us 
in  other  diseases  that  at  the  moment  we  might  not  even  have  an 
awareness  of. 

STELLAR:  Any  of  the  Commissioners  have  any  remarks  or 

questions?  Dr.  Schacht?  Dr.  Wexler? 
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WEXLER:  Would  you  have  any  more  specific  suggestions  perhaps 

as  to  how  we  can  facilitate  this  kind  of  research?  You  mentioned 
centers  for  neurochemical,  neurobiological  research,  et  cetera. 

Can  you  elaborate  on  that  some?  Also  I want  to  add  that  the 
position  of  this  Commission  is  that  this  disease  is  prototypical 
of  many  of  these  other  disorders.  I think  we'd  agree  with  you 
there . 

STELLAR:  Speak  up  a little  bit  because  they  can't  pick  you  up. 

SIEGEL:  I'm  sorry,  what  was  the  question? 

WEXLER:  You  were  mentioning  that  centers  for  neurochemical 

and  neurobiological  research,  et  cetera,  and  clearly  you  have  to 
get  samples;  you  have  to  get  scientists.  Do  you  mean  that  there 
should  be  an  increase  in  the  usual  granting  process  that  we  now 
use  through  NIH,  or  new  centers,  or  what? 

SIEGEL:  I think  that  one  mechanism  would  be  to  use  the  exist- 

ing technique  that  NIH  is  using  of  sending  out  requests  for  grant 
applications  in  particular  targeted  areas.  The  NIH  is  now  seeking 
to  target  all  sorts  of  areas  for  research.  They  could  just  as 
easily  target  Huntington's  disease  and  relevant  areas  of  brain 
biochemistry  for  research  and  ask  for  grant  proposals,  and  point 
out  that  they  would  favor  grant  proposals  coming  from  areas  where 
there  is  cooperativity  among  departments  and  among  feeding  centers. 
They  can  ask  for  grant  proposals  in  terms  of  biochemistry,  or 
pharmacology,  or  physiology.  And  I think  once  the  investigators 
recognize  that  there  is  an  interest  and  a focus  on  this,  then 
people  who  already  are  sort  of  verging  on  the  outside,  or  have  some 
knowledge  in  the  area  will  gather  their  thoughts  together  and  focus 
them  on  appropriate  proposals,  I think. 

WEXLER:  Would  it  be  helpful  to  have  this  research  center 

associated  with  a care  or  treatment  center? 

SIEGEL:  Yes,  I think  so.  I think  it  would  be  very  helpful. 

I think  it  would  be  important  both  for  the  care  center  and  for  the 
research  center.  Care  centers  improve  their  care  when  they  know 
that  people  care,  in  a manner  of  speaking.  When  they  know  that 
there  are  other  people  interested  and  there's  a lot  of  cross- 
education between  the  research  facilities  and  the  care  facilities. 
And  usually  the  best  care  facilities  are  those  where  there  is 
education  and  research  going  on.  The  three  things  are  really 
intertwined. 
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WEXLER:  Last  question.  You  mentioned  a tissue  bank.  There 

is  a tissue  bank  in  California  supported  by  the  Government  and 
other  private  sources.  And  perhaps  both  of  you  could  speak  to 
this... Mrs.  Rademacher,  who  participated  in  a tissue  donation  with 
her  husband.  What  are  the  impediments  now  to  collecting  these 
tissues  in  useable  fashion? 

SIEGEL:  The  impediments  toward  collecting,  or  the  impediments 

toward  using,  or  both? 

WEXLER:  Well,  both. 

SIEGEL:  Well,  the  impediments  toward  using  at  this  time,  I 

think,  are  that  at  the  moment  there  exists  a lack  of  concerted  drive 
toward  organizing  thougnts  and  selecting  most  appropriate  directions. 

You  see,  it’s  not  possible  for  a lab  that’s  doing  one  particular 
type  of  project  to  all  of  a sudden  get  a piece  of  tissue  and  then 
do  a couple  of  essays  on  something  that  they’ve  never  tried  before. 

In  order  for  these  measurements  to  be  reliable,  the  laboratory 
should  be  functioning  continuously  in  almost  a routine  fashion. 
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SIEGEL:  ...  If  you're  in  a place  where  you  get  a patient 

once  a year,  or  material  once  a year,  or  you  think  about  it  once 
a year,  that's  no  good.  You  have  to  be  in  a place  where  there 
are  several  people  thinking  about  it  all  the  time  and  where 
there's  a constant  running  through  of  experimental  tissue;  of 
patients  of  other  types  of  problems  that  are  related.  So  that's 
why  I think  in  terms  of  centers  being  set  up.  So  it's  not  spor- 
adic. Does  that  answer  that  question? 

Now — the  impediments  for  obtaining  tissue,  I think,  can  be 
overcome  by  having  these  treatment  facilities  associated  with 
research  centers.  And  a lot  of  communication  between  the  two 
and  this  kind  of  communication  that  you're  having  today. 

WEXLER:  I have  a hidden  agenda.  I'll  save  that  question 

for  later. 

STELLAR:  You  have  a hidden  agenda? 

WEXLER:  It's  hard  to  get  brain  tissue  because  of  legal  re- 

quirements. A donor  card  should  be  adequate.  I know  that  here 
it  was  not  adequate  for  the  University  of  Michigan  Hospital,  al- 
though they  were  very  helpful  for  them;  but  there  was  some  dif- 
ficulty with  legal  problems  in  obtaining  tissue. 

SIEGEL:  I see  what  you  mean.  I think  that's  a technical 

aspect  that  can  be  solved  when  the  thing  is  organized.  You're 
right.  That  might  be  a problem  at  certain  times  and  I didn't 
think  of  that. 

WEXLER:  Thank  you. 

STELLAR:  Thank  you  very  much.  Dr.  Siegel.  We  still  have 

one  speaker  waiting  patiently  at  the  table,  and  when  he  is 
finished,  we'll  take  a two,  three,  five  minute  break  at  the  most 
and  then  we'll  go  on  with  our  other  speakers.  So  we'll  call  now 
on  Tony  Rennon . 
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TESTIMONY  OF 
TONY  RENNON 
VICE  PRESIDENT 
GREATER  LANSING  CHAPTER 
NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

RENNON:  Mostly,  subjects  being  covered  by  just  about 

everybody  in  here  speak  of  better  health  care,  for  one  thing,  in 
nursing  homes. 

A doctor  should  be  given  more  information.  They  see  a 
patient  but  they  really  don't  know  how  to  take  care  of  a patient. 
I think  the  biggest  thing  is  financial  and  I can  go  through  the 
financial  for  a long  time,  but  I will  keep  it  quite  short  if  I 
can . 


You  don't  get  help  if  you're  working.  Let's  put  it  that 
way.  I work,  I average  about  $12,000  a year,  but  I can't  receive 
help.  I battled  for  two  years  with  the  welfare  department  and 
different  social  service  areas  and  through  the  help  of  my  State 
Representative,  Thomas  Sharp,  we  did  get  through  to  the  Welfare 
Department  and  we  did  get  a little  help.  My  figures,  when  I come 
out  at  the  end  of  the  month,  I'm  minus  seven  dollars  a month. 

So  I think  the  biggest  problem — with  a lot  of  people,  in  the  common 
lay  person  who  is  working  every  day — I work  from  paycheck  to  pay- 
check--this  is  one  of  our  largest  problems.  We  go  out  and  beat 
the  bushes  all  different  kinds  of  way  to  make  money  to  get  these 
things  going.  I think  we're  going  to  need  the  help  from  a larger 
financial  institution  than  ourself.  We  can  do  just  so  much  and  I 
think  that... I have  three  children  and  we  know  what  the  processes 
are  from  here  on.  My  wife's  had  it  now  for  19  years.  She's  one  of 
the  slow  progressors,  I guess.  Her  mother  died  at  49  of  Huntington's. 
But  through  the  19  years  I've  gone  through  bankruptcy  twice  and  I'm 
on  the  verge  of  the  third  time.  So  this  is  one  of  the  major  pro- 
blems that  concerns  a lot  of  people.  They  don't  allow  you  to  work 
overtime  in  the  Welfare  Department  because  anything  you  make--they 
work  strictly  on  your  base  pay  and  if  you  work  overtime  you  pay 
that  much  more,  so  you're  not  coming  out  ahead.  So  you  can't  go 
out  and  work  to  get  more  money  to  help  yourself  and  they'll  tell 
you  to  go  out  and  get  a divorce  and  then  they'll  take  care  of  the 
whole  problem.  But  I can't  see  where  that  is  a solving  factor 
because  once  you're  divorced,  they  have  control  of  where  your  wife 
goes,  or  your  husband,  whichever,  or  your  children.  I don't  really 
think  that  a mental  institution  is  a place  for  a Huntington's 
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patient  because  they  are  not  mentally  deficient,  they're  strictly 
ill  from  a disease  which  is  their  movements,  and  they  can't  con- 
trol themselves.  They  need  twenty-four  hour  care.  And  I have  to 
say  that  the  nursing  home  that  my  wife  is  at  has  given  her  great 
care  and  there  should  be  a lot  more  of  them  around.  That's  all 
I have  to  say.  Tried  to  make  it  short. 

STELLAR:  Thank  you.  We  will  have  a short  recess.  Well,  suppo 
we  sit  down  at  3 o'clock.  Stretch  in  place,  go  out  if  you  have  to, 
but  let's  start  again  at  3 — within  a few  minutes. 

STELLAR:  Dr.  Arthur  Kohrman?  Is  Harold  Benson  here?  Please 

come  to  the  front.  As  soon  as  you're  seated  we'll  be  able  to 
start  please.  Again,  for  the  speakers,  please  use  a little  louder 
voice  than  normal.  Keep  your  discussions  to  five  minutes  to  allow 
time  for  questioning  and  where  necessary,  identify  yourself  or 
your  organization  so  that  we  can  understand  better.  The  first 
speaker  in  this  session  is  John  Smith.  His  real  name.  Alias 
John  Smith. 


TESTIMONY  OF 
JOHN  SMITH 
MICHIGAN 

SMITH:  I am  John  Smith.  I am  15  years  old,  and  my  mother 
has  Huntington's.  I was  told  my  mother  had  H.D.  when  she  found 
out,  which  was  about  seven  years  ago;  and  at  the  time  I didn't 
really  understand.  But  as  I grew  older  I understood  it  more  and 
learned  to  cope  with  it  better.  I believe  if  told  later  in  life 
I wouldn't  have  known  how  to  cope  with  it  and  I wouldn't  know 
what  to  do  at  all. 

One  of  the  biggest  problems  is  handling  my  mother's  mean 
outbursts.  I believe  counseling  would  help  me  and  my  father  and 
everybody  else  that  comes  in  a large  amount  of  contact  with  her. 

Thanks  to  my  father  and  mother  both,  we  don't  have  much  in 
the  way  of  financial  problems,  but  at  the  price  of  rising  medical 
costs,  in  a few  short  years  we'll  have  more  bills  than  we  can 
handle.  And  I believe  my  parents  have,  as  I do,  plans  of  me 
going  to  college.  But  unless  something  is  done,  this  too  will  be 
impossible . 

I know  by  the  way  she  talks,  she  would  give  anything  in  the 
world  to  keep  working  and  be  with  my  father  and  me.  If  there 
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was  a medicine  available  to  prolong  this  she  would  not  hesitate 
to  buy  it  for  herself  no  matter  what  the  price.  Unfortunately, 
not  everybody  can  do  that  so  they,  like  you  might  say,  "miss  the 
boat . " 


H.D.  families  need  all  the  help  they  can  get  and  I really 
believe  there  is  enough  money  and  people  in  the  world  to  give 
that  help. 

STET.LAR:  Very  good.  Very  eloquent,  very  eloquent.  Dr. 

Wexler  ? 

WEXLER:  Have  you  ever  tried  to  get  some  counseling? 

SMITH:  Not  real  counseling.  We've  had. . .we  have  one  of  my 

mother's  best  friends.  She  understands.  She  takes  it  as  an  out- 
sider and  tries  to  balance  off.  Trying  to  get  my  mother  to 
understand  us  and  us  to  understand  my  mother. 

WEXLER:  I don't  mean  to  ask  you  critical  questions,  but  what 

I'm  trying  to  get  on  the  record  for  Congress  and  the  President  is 
whether  or  not  you  have  the  access  and  the  information  to  counseling 
services  which  you  say  that  you  think  it  would  be  helpful.  Did 
anyone  ever  recommend  a counselor  or  did  anyone  ever  suggest  where 
you  might  go?  I want  to  add  that  you  have  a pretty  sophisticated 
family  since  your  mother  commutes  between  N.I.H.  and  here,  so  if 
anybody  is  going  to  get  that  information,  you  ought  to  be... 

SMITH:  I think  somewhere  in  the  process  people  have 

recommended  us  to  get  counseling  and  a couple  of  years  ago  we  tried 
that,  but  it . . . 

WEXLER:  Where  did  you  try? 

SMITH:  I don't  even  remember.  It  was  about  three  years  ago, 

I believe. 

WEXLER:  Was  this  psychological  counseling  or  family 

counseling?  Do  you  know? 

SMITH:  It  was  family  counseling.  Talking,  one  to  one  basis. 

One  of  the  members  of  our  family  to  the  doctor,  or  psychologist. 
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STELLAR:  Thank  you  very  much  for  coming. 

SMITH:  Okay.  Thank  you. 

STELLAR:  Our  next  speaker  is  Jules  Schrager,  Director  of 

Social  Work,  University  of  Michigan  Medical  Center. 

TESTIMONY  OF 
JULES  SCHRAGER 
DIRECTOR 
SOCIAL  WORK 

UNIVERSITY  OF  MICHIGAN  MEDICAL  CENTER 

SCHRAGER:  I'd  like  to  express  my  appreciation  for  being  in- 

vited to  present  some  material  today. 

You've  heard  from  others  more  informed  than  I about  the  origin 
and  the  course  and  prognosis  of  this  tragic  illness.  Earlier  this 
morning.  Miss  Kozonis  of  my  staff  talked  about  her  experience  as  a 
clinical  social  worker  here  in  University  Hospital  describing  the 
profound  psychosocial  impact  of  this  disease  on  the  individual  and 
his  family  and  of  the  disturbances  and  interpersonal  relationships 
in  social  roles  which  are  predictable  consequences  of  this  illness. 


I'd  like  to  address  my  remarks,  therefore,  to  some  broader 
issues,  if  I may. 

As  a society,  we  have  developed  our  health  care  system — I 
believe  it  is  more  properly  described  as  a "sick  care"  system, 
since  it  is  illness-oriented,  episodic,  and  discontinuous  in  its 
character  in  such  a way  as  to  create  a field  of  institutional  and 
agency  arrangements,  each  of  which  is  highly  individualistic,  at- 
tending to  a narrow  segment  of  the  human  service  enterprise  and 
aggressively  competitive  in  the  search  for  financial  support. 

One  might  say  that  the  health  field  is  a model  of  the  free 
enterprise  system,  blessed  with  some  of  its  strengths,  but  regret- 
fully also  saddled  with  its  inconsistencies,  special  interests, 
inefficiencies  and  rivalry.  To  be  more  concrete,  the  current 
hearings,  important  as  they  are  in  soliciting  a variety  of  ex- 
perience and  expert  judgment  to  share  with  the  lay  public  and  to 
inform  the  deliberations  of  legislative  bodies,  suffers  from  the 
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absence  of  a coherent  national  health  policy  reflecting  society's 
concern  with  the  development  of  appropriate  programs  and 
resources  in  the  health  field.  In  the  absence  of  such  national 
guidelines  we  are  forced  to  attend  piecemeal  to  the  issues  at 
hand,  acting  as  if  the  impact  of  this  or  that  catastrophic  ill- 
ness is  special,  or  unique.  Granted  that  there  are  the  special 
features  that  accompany  each  of  these  illnesses,  when  all  of  our 
experience  demonstrates  otherwise.  It's  not  the  particular 
disease,  it  seems  to  me,  but  the  limits  imposed  on  all  of  us  by 
our  humanness,  which  limits  our  capability  to  cope  with  the  pro- 
found impact  of  diseases  such  as  Huntington's. 

This  set  of  factors,  added  to  the  staggering  costs  as- 
sociated with  adequate  medical  care  and  supportive  social 
services,  argues  for  a strong  commitment  by  this  Commission 
expressed  in  its  final  report,  hopefully,  for  the  early  passage 
of  national  health  legislation  to  meet  the  common  human  need  as- 
sociated with  catastrophic  illness  at  least. 

Those  of  us  in  the  human  service  professions  are  constantly 
working  to  assist  families  in  maintaining  their  viability  as 
effective  caretakers,  and  we  have  heard  from  young  Mr.  Smith 
some  of  the  touching  experiences  which  he  has  been  struggling 
with  as  he  and  his  sophisticated  family  have  tried  to  gain  access 
to  the  supports  that  they  feel  that  they  need.  We  recognize, 
however,  that  under  the  current  conditions  of  existence,  the 
capability  of  the  family  to  discharge  these  caretaking  functions 
is  impaired  by  the  press  of  forces  external  to  itself  as  well  as 
those  that  are  internal  to  the  family  structure.  Whether  the 
caretaking  need  exists  in  the  area  of  child  care,  or  the  home 
care  of  the  aged,  or  the  physically  or  mentally  impaired,  we  value 
the  readiness  which  families  express  to  undertake  these  functions. 
And  I'd  like  just,  parenthetically,  to  recommend  to  the  committee 
if  you  haven't  seen  it  already,  a most  interesting  volume  pub- 
lished recently  called.  The  Strength  in  Us^  by  Professor  Alfred 
Katz  of  the  University  of  California  in  Los  Angeles,  which  is  an 
analysis  of  the  many  mutual  aid  and  self-help  organizations  that 
have  characterized  our  system  of  volunteerism  in  this  country. 

Inevitably,  however,  the  family  members  pay  an  enormous  and 
almost  intolerable  price  socially,  economically  and  psychologically 
when  they  undertake  such  a task.  That  is  the  task  that  we  wish 
them  to  undertake  that  is  providing  basic  care  for  their  stricken 
member.  In  order  to  make  the  task  more  manageable  and  to  reduce 
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the  risks  of  further  social  dysfunction,  we  need  to  develop  both 
alternative  as  well  as  supplementary  institutional  arrangements 
readily  accessible,  to  add  to  the  family  support  system  when  this 
is  required.  As  an  example,  one  might  suggest  that  periodic  and 
regular  relief  from  the  caretaking  function,  whether  through  the 
provision  of  home  health  care  assistance  through  visiting  nurses, 
or  home  health  aides,  or  homemakers,  or  the  establishment  of 
hostel-type  overnight  living  arrangements  or  regularized  vacation 
camp  placements  , A.nd  I ' d like  to  urge  predictable  and  regular 
rather  than  intermittent  and  sporadic.  All  would  conduce  the 
strengthening  capability  of  the  family  to  undertake  the  pri- 
mary maintenance  of  the  patient  in  his  own  home  as  the  basic  care 
arrangement  early  in  the  course  of  the  diagnosis  of  the  cost  of 
such  options,  while  acknowledged  to  be  considerable,  would  have 
enormous  payoff  in  maintaining  the  integrity  of  the  individual 
and  his  family  in  avoiding  the  emotional  and  psychological  pit- 
falls  which  accompany  such  "for  the  rest  of  your  life"  type 
illnesses . 

I would  like  to  make  one  other  brief  comment  regarding 
"labeling"  and  in  connection  with  the  first  recommendation  which 
urges  that  the  committee  strongly  press  the  need  for  public  social 
policy  in  the  area  of  health  care.  And  that  has  to  do  with  the 
consequences  of  "labeling."  It  is  true  that  most  of  the  diseases 
that  have  surfaced  and  have  gained  major  public  attention  in  this 
country  do  have  very  special  characteristics  and  when  you  hear 
patients  or  families  talk  about  their  illness  or  their  loved  one's 
illness,  you're  hit  in  the  gut  by  the  impact  which  these  diseases 
have  on  people.  At  the  same  time,  the  efforts  that  are  made  to 
mediate  the  impact  of  those  illnesses  serve  what  seems  to  me  to 
be  an  exclusionary  function  in  that  one  is  made  to  assume  that 
by  putting  the  label  on  the  person,  all  other  people  not  so 
labeled  are,  therefore,  not  entitled,  you  know?  It's  analogous 
to  what  happens,  for  example,  in  our  whole  social  welfare  system 
with  respect  to  eligibility.  You  set  up  certain  criteria  for 
eligibility  and  anybody  who  doesn't  meet  those  regularized 
criteria  is,  therefore,  excluded  from  the  availability  of  ser- 
vices. Or,  on  the  other  hand,  it  works  the  other  way,  where 
simply  by  membership--as , for  example,  in  the  V.A. — one  only  has 
to  have  been  a soldier  to  have  immediate  access 

to  the  only  place,  in  a very  limited  way,  of  social  medicine  that 
we  have  in  this  country.  That's  THE  criteria.  You  must  have 
been  a soldier,  and  being  a soldier  gives  you  access. 
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Well,  sometimes  it  appears  as  if  having  Muscular  dystrophy 
or  cancer,  or  Huntington's  disease  is  a way  of  labeling  a person 
so  that  automatically  they  get  access  to  goods  and  services  other- 
wise denied  them.  And  this  presses  the  point,  it  seems  to  me,  for 
the  national  scope  of  the  issue  of  catastrophic  illness,  while 
recognizing  the  special  interests  of  this  group  and  the  creative 
way  in  which  it  has  managed  to  gain  visibility  for  the  disease 
itself,  one  must  insist,  I think,  that  the  larger  issue  of  the 
availability  and  access  to  goods  and  services  for  people  who  are 
seriously  ill  must  be  the  primary  public  social  policy  issue. 

Thank  you  very  much. 

STELLAR:  Are  there  any  such  facilities  for  rest  or  care  cur- 
rently available  to  families  in  Michigan,  do  you  know?  And  if  so, 
how  are  they  funded? 

SCHRAGER:  Well,  there  are,  of  course,  the  community  mental 

health  centers  which  do  exist  in  this  State  as  they  do  in  most  of 
the  states.  There  are  hospital  based-departments  of  social  work 
like  my  own.  We  are  55  social  workers  rattling  around  in  this 
place  equally  divided  between  psychiatric  services,  so-called,  and 
general  medical  services,  so  called,  as  if  the  head  bone  is  no 
longer  connected  to  the  neck  bone,  you  know. 

One  of  the  singular  shortcomings  of  the  social  work  segment 
of  the  human  service  enterprise  system  is  the  fact  that  the  public 
does  support,  through  United  Fund  means,  the  existence  of  various 
kinds  of  family  counseling  and  social  service  agencies.  Regret- 
ably,  however,  they  have  sliced  off  a part  of  the  area  of  general 
human  need  for  their  attention.  And  this  is  largely  the  counseling, 
individual  psychotherapy — what  I might  refer  to  as  the  more  exotic 
segment  of  the  service  needs  of  the  patients  that  we ' re  concerned 
with.  Many  people  in  the  family  agencies,  I think,  just  feel  un- 
prepared to  deal  with  the  intradigitation  between  the  physical 
disease  and  the  emotional  spinoff,  psychological  spinof f--con- 
sequences  of  those  diseases.  And,  consequently,  we  suffer  from 
the  kind  of  specialization  of  function  that  exists  within  the  med- 
ical field  and  I think  this  is  regretable.  If  it  were  within  the 
committee's  purview  to  address  that  issue,  one  might  argue  for  a 
more  systematic  look  at  the  way  in  which  the  public  supports  its 
human  service  endeavor  and  to  argue  for  closer  linkages  between 
the  so-called  private  voluntary  agencies  and  those  agencies  that 
are  funded  out  of  public  money. 
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STELLAR:  Thank  you  very  much.  Our  next  speaker  is 

Dr.  Arthur  F.  Kohrman,  Professor  of  Human  Development  at  Michigan 
State  University.  Dr.  Kohrman. 


TESTIMONY  OF 
ARTHUR  F.  KOHRMAN,  M.D. 

PROFESSOR,  DEPARTMENT  OF  HUMAN  DEVELOPMENT 
MICHIGAN  STATE  UNIVERSITY 

KOHRMAN:  Members  of  the  Commission,  and  Guests.  I would 
like  to  briefly  address  the  Commission  today,  not  as  an  expert  on  Huntington's 
Disease,  but  from  my  experience  in  the  establishment  of  genetic  services  in 
a University  setting  and  from  various  ongoing  involvements  with  National 
groups  concerned  with  programs  for  delivery  of,  and  funding  for  services  to 
patients  and  families  with  genetic  diseases.  Some  of  my  reflections  also 
grow  out  of  my  recent  involvement  as  a member  of  two  work  groups  of  the 
National  Commission  on  Diabetes,  whose  report  has  gone  to  Congress  within 
the  last  year.  My  comments  today  are  made  in  the  hope  that  the  Commission's 
efforts  will  result  in  long-lasting  programs  with  important  impact  in  pre- 
viously neglected  areas  of  health  care  and  research.  To  approach  that  goal 
we  must  understand  the  political  and  organizational  situation  in  which 
Commissions  such  as  this  one  come  into  being.  It  seems  to  me  that,  in  a very 
simple  way,  two  major  factors  are  involved  in  the  genesis  of  groups  such  as 
the  National  Commission  for  Control  of  Huntington's  Disease.  The  first,  and 
absolutely  necessary  one,  is  the  presence  of  a concerned,  and  effective  group 
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of  citizens  who  can  bring,  as  you  have,  articulate  and  persuasive  force  to  bear 
on  individual  legislators,  and,  through  them,  on  the  Congress  itself,  to  bring 
the  problems  with  which  they  are  concerned  into  public  visibility.  The  hoped- 
for  result  is  the  establishment  of  a study  group  or  Commission  and  the  appro- 
priation of  funds,  first  to  carry  out  its  investigative  tasks,  and  then  for 
implementation  of  the  recommendations.  Most  often,  part  of  the  motivation 
for  the  initiators  of  these  efforts  is  the  strongly  felt  belief  that  more 
adequate  funding  of  basic  biological  research  will  most  certainly  lead  to 
understanding  of  the  disorder  in  question,  with  the  likelihood  of  develop- 
ment of  more  effective  therapies.  That  belief  is  often  fostered  by  the 
scientists  dr>^r.r,  research  on  the  disease  in  the  hope  of  gaining  increased 
funding  for  support  of  their  laboratory  programs.  And,  in  light  of  signi- 
ficant advances  in  the  understanding,  and  in  some  few  cases,  elimination  or 
amelioration  of  certain  diseases,  that  belief  would  seem  to  be  reasonable. 

The  second  major  factor  which  maintains  a fertile  environment  for  the 
proliferation  of  interest  groups  and  commissions  related  to  categorical  disease 
funding  at  the  Federal  level  is  the  absence  of  comprehensive  National  planning 
for  health  or  illness-related  research  or  for  delivery  of  services;  we  have 
no  clear  National  health  priorities.  This  creates  a situation  in  which  the 
best  organized  and  most  articulate  contingent  can,  through  influence  on  the 
)olitical  process,  gain  visibility  and,  ultimately,  legislative  support. 
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Possibly,  this  is  the  only  way  that  we  can  function  in  a pluralistic 
society;  most  of  our  experiences  with  grand  federally  administered  planning  | 

schemes  are  less  than  satisfactory,  and  it  would  seem  that  a reasonable  in- 

I 

dividual  incentive  system  might  have  great  benefits  in  terms  of  rewarding  the 

i 

more  ambitious  and  concerned  advocate  groups  and  the  patients  they  represent.  j 

Certainly,  the  kind  of  effort  characterized  by  that  of  the  National  Commission  | 

to  Combat  Huntington's  Disease  and  other  national  groups  demonstrates  well  ; 

how  aggressive,  concerned  citizens  can  bring  out  of  obscurity  diseases  which  j 

affect  significant  numbers  of  people  and,  as  in  the  case  of  Huntington's  Disease, 
in  which  large  numbers  of  unaffected  people  are  touched  as  well. 

While  it  is  true  that  high  visibility  and  appropriations  may  result  from 
the  initial  efforts  of  specific  disease-oriented  commissions,  these  groups 
carry  with  them  certain  risks  of  failure  to  achieve  in  the  long  run  the  goals 
which  the  original  advocates  sought.  I would  like  briefly  to  identify  some 
of  those  risks  and,  on  the  basis  of  my  experience  and  personal  biases,  make 
some  suggestions  as  to  how  they  might  be  avoided  by  this  Commission.  One  of 
the  most  important  risks  is  that  of  transiency.  In  other  words,  once  visi- 
bility has  been  established,  a certain  constituency  of  Congress  enlisted, 
and  the  Commission  founded,  it  is  likely  that  other  pressing  national  priorities 
will  take  precedence  in  the  Congress  and  the  work  of  the  Commission  can  then  be 
summarily  ignored  or  relegated  to  obscurity  in  one  or  another  of  the  committees, 
and  legislative  processes  which  lie  along  the  path  to  secure  long-range  support. 

In  a certain  sense,  the  very  act  of  creating  specific  Federal  Commissions  can 
serve  to  free  members  of  the  Congress  from  long-lasting  concern  with  that 
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problem;  paradoxical ly,  the  creation  of  the  Commission  then,  in  fact,  becomes 
the  means  for  reducing  the  visibility  of  the  problem  at  the  Federal  level  once 
and  for  all.  Recent  history  is  strewn  with  the  now- forgotten  and  unimplemented 
recommendations  of  a variety  of  Federal  Commissions  which  dealt  with  severe 
and  urgent  problems  of  our  society. 

A second  risk  is  that  which  can  result  from  directing  all  of  the  recommen- 
dations of  the  Commission  toward  increased  Federal  funding  for  research. 

Science  and  technology  and  basic  research  have  promised  much,  and,  in  fact, 
delivered  much,  in  our  own  life  times.  We  must,  however,  be  cautious  about 
adopting  the  belief  that  cures  for  diseases  about  which  little  is  known  now, 
such  as  cancer  and  neurological  degenerative  diseases,  only  await  the  availa- 
bility of  large  sums  of  money  for  their  elucidation.  We  have  been  made  sadder 
but,  I hope,  wiser  by  the  experience  of  the  so-called  war  against  cancer.  It 
should  not  be  necessary  to  repeat  that  experience  in  each  subsequent  category 
of  disease-oriented  research.  These  comments  are  not  meant  to  belittle  the 
role  of  biomedical  research  or  of  its  scientists,  one  of  whom  I am  myself,  but 
to  caution  against  the  belief  that  the  immediate  pay-off  of  diversion  of  large 
amounts  of  funds  into  specified  areas  of  research  will  necessarily  yi«ld  know- 
ledge leading  to  an  imminent  cure.  To  subscribe  solely  to  that  belief  in  essence 
abandons  the  thousands  of  living  affected  individuals  needing  care,  and  the 
even  greater  numbers  in  their  families  and  those  at  risk.  There  is  much  to  be 
done  for  the  present  victims  and  families  of  people  with  genetic  diseases,  and 
much  important  research  needed  on  behavioral  and  social  aspects  of  these  diseases. 
I am  convinced,  as  I know  many  of  you  are,  that  the  kinds  of  research  needed  to 
produce  significant  advances  in  the  understanding  of  the  biology  of  Huntington's 
Disease  and  neurological  degenerative  disorders  and  the  ultimate  hope  of  cure 
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is  going  to  require  the  intensive  concentration  of  highly  specialized  bio- 
medical researchers  over  long  periods  of  time.  However,  we  should  remember 
that  the  biomedical  research  establishment  is  a fickle  lover,  affectionate  when 
well  paid,  attentive,  and  responsive  to  the  payer,  even  if  not  always  success- 
ful, but  willing  to  move  quickly  on  to  other  objects  of  affection  when  the  pay- 
off seems  brighter  or  the  new  lover  more  ardent. 

A third  risk  in  the  categorical  approach  to  diseases  is  that  of  being  judged 

trivial.  In  National  planning  for  expenditures  for  health  and  sickness,  there 

is  a reasonable  possibility  that  a disease  which  affects  a few  thousand  people 

in  the  United  States  will,  after  the  first  flush  of  exposure,  be  found  to 

occupy  a very  low  priority  in  the  overall  expenditures  of  the  Federal  health 

establishment  and  thus  funding  resulting  from  the  initial  efforts  of  a Commission 
such  as  this  may  very  well  disappear  as  legislators  attempt  to  address  health- 

care  problems  affecting  vastly  larger  segments  of  the  American  population. 

What  suggestions  can  we  make  to  forestall  some  of  these  potential  problems 
and  to  minimize  the  risk  that  the  efforts  of  a Commission  of  this  sort  and  the 
dedicated,  well-organized  and  highly  motivated  people  who  are  part  of  the 
organizations  that  it  represents  will  not  be  a transitory  blip  on  the  Federal 
scene?  My  first  recommendation  is  that  the  Commission  see  the  problems  of 
families  and  patients  with  Huntington's  Disease  as  a model  for  the  needs  of 
people  affected  by  many  of  the  genetic  diseases  present  at  higher  frequencies 
in  our  population.  I will  mention  only  two  of  the  specific  issues  which  this 
Commission  might  address  which  would  have  implications  across  a broad  spectrum 
of  genetic  diseases:  First,  the  development  of  an  approach  to  payment  for 
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complex  genetic  diagnostic  and  counseling  services  which  are  not  amenable  to 
traditional  fee- for-service  patterns.  The  highly  specialized  diagnostic  ser- 
vices and  the  long-term  intensive  (and,  thus,  expensive)  counseling  services 
needed  both  in  terms  of  information  delivery  and  in  terms  of  supportive  coun- 
seling for  patients  and  their  families  are  common  to  a wide  variety  of  genetic 
and  disabling  diseases. 

A second  area  in  which  issues  related  to  Huntington's  Disease  could  have 
important  implications  for  a broad  spectrum  of  other  illnesses  is  that  of 
development  of  programs  for  management  of  chronic  disabling  disease  in  general. 
Many  specific  diseases  require  common  patient  service  needs  which  are  now 
fragmented,  poorly  distributed  and  often  so  expensive  as  to  be  unavailable  to 
vast  segments  of  the  populace.  We  do  not  have  in  our  country  a comprehensive 
or  a uniform  approach  to  the  management  of  chronic  illness  in  any  age  group, 

nor  have  we  dealt  with  the  common  problems  of  chronic  illness  regardless  of 
diagnosis  with  any  serious  attempt  at  regional  coordination. 

I suggest  that  this  Commission  direct  its  final  recommendations  not  only 
to  the  National  Institutes  of  Health,  but  also  to  the  other  Federal  agencies 
which  are  active  in  health  care  delivery,  in  the  organization  and  distribution 
of  health  care  services,  and  in  research  related  to  those  areas.  I specifically 
call  attention  here  to  the  Health  Services  Administration  (HSA) , the  Health 
Resources  Administration  (HRA) , and  the  Center  for  Disease  Control  (CDC) , 
among  others. 
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There  are  immense  gaps  in  our  knowledge  concerning  issues  of  patient  com- 
pliance and  health-care  seeking  behaviors  for  which  research  is  as  urgently 
needed  as  is  basic  biological  research.  Research  in  these  areas  is  not  generally 
in  the  province  of  the  National  Institutes  of  Health,  but  there  are  Federal 
agencies  with  great  interest  in  these,  and  their  participation  and  recommen- 
dations for  their  involvement  should  be  an  intrinsic  part  of  the  final  report 
of  this  Commission. 

In  a similar  vein,  I recommend  that  the  final  report  outline  specific  roles 
and  relationships  among  voluntary  agencies  and  non-Federal  institutions  such 
as  Universities  and  medical  schools,  private  research  foundations,  and  the 
various  forms  of  State  governmental  support.  The  creation  of  a complex  matrix 
of  this  sort  should  have  an  important  effect  in  maintaining  visibility  for  your 
cause  and  insuring  against  the  incandescent  career  which  may  be  the  fate  of 
efforts  solely  based  in  Federal  visibility  and  funding. 

Finally,  while  I strongly  advocate  a forceful  request  for  increased  Federal 
support  for  basic  biological  research,  I equally  strongly  urge  that  the  ulti- 
mate research  program  you  recommend  be  seen  as  a comprehensive  approach  in- 
cluding not  only  biological  research  but  inquiry  into  issues  of  health  care 
delivery,  health  services  organization,  and  the  provision  of  comprehensive 

and  cohesive  services  for  genetic  diagnosis  and  the  management  of  chronic  dis- 
abling illnesses  as  well. 
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I realize  that  many  of  my  recommendations  are  already  part  of  the  thinking 
of  some  or  all  of  you  on  the  Commission.  1 hope  that  by  bringing  them  into 
the  public  record  in  this  manner  I can  encourage  their  adoption.  The  task  you 
have  embarked  upon  is  an  important  one.  The  recommendations  you  make  will  not 
only  bring  new  hope  to  those  presently  affected  with  Huntington's  Disease  and 
their  families,  but  can  be  the  stimulus  for  development  of  important  programs 
for  many  Americans.  Your  efforts  can  show  us  all  new  ways  to  approach  genetic 
diseases  and  thus  have  impact  far  beyond  the  world  of  Huntington's  Disease 
itself.  The  challenge  to  the  Commission  is  great  but  so  is  the  promise. . 

Thank  you  for  the  opportunity  to  speak  before  you. 
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STELLAR:  Thank  you  very  much.  Well,  you've  given  us  a 

mouthful  here.  As  you  said,  we  have  thought  of  or  discussed  a 
number  of  the  things  that  you  mentioned,  but  you  have  certainly, 
very  eloquently  and  succinctly,  brought  out  the  dangers  of  the 
Commission.  The  one  that  everybody  thinks  of  first  when  he's 
appointed — that  all  his  work  will  go  for  naught — that  it'll  just 
be  pieces  of  papers  in  somebody's  file  and  your  suggestions  for 
combating  these  things,  I think,  are  very  well  taken  and  certain- 
ly we  will  be  discussing  them  and  taking  them  very  seriously  and, 
I'm  sure,  doing  things  along  the  lines  you  have  suggested. 

There's  enough  meat  in  here  for  us  to  discuss  at  great  length, 
these  things,  and  they're  certainly  applicable  not  just  to  this 
Commission,  but  to  other  Commissions,  such  as  the  one  Dr.  Kohrman 
was  on  and  even  others. 

Are  there  any  comments  from  others  on  the  Commission  here? 

WEXLER:  I would  like  to  thank  you.  I think  that's  the  most 

brilliant  biopolitical  analysis  I've  heard  in  a long  time;  and  im- 
pressive. Unfortunately,  true.  I think  you  warn  us  well.  I 
haven't  been  as  impressed  by  the  eagerness  of  any  Federal  agency 
to  explore  social  research  and  research  and  evaluation.  I don't 
know  whether  you  were  thinking  of  a particular  agency?  I'd  like 
to  know  its  name.  It  seems  to  fall  through  every  Federal  crack 
that  I've  been  able  to  locate. 

KOHRMAN:  I can  address  the  second  issue  first  because  I 

don't  know  about  the  first  one.  In  terms  of  evaluation,  a very 
interesting  thing  was  done  which  some  of  you  know  about;  and 
that  is  that  some  crazy  person  passed  a resolution  that  forced 
one  percent  of  all  the  Federal  agency  budgets  to  be  put  aside 
for  evaluation  and  research.  And  in  my  work  with  the  National 
Commission  on  Diabetes,  we  went  from  agency  to  agency  and  they 
were  all  saying,  "We  don't  know  what  to  do  with  this  money;  we 
don't  know  what  to  do.  We  can't  spend  it.  Give  us  some  ideas 
about  what  to  do  with  it."  So  since  then  I've  been  generating 
ideas  and  these  have  been  all  my  friends.  (laughter)  But  with 
my  own  particular  interest  lying  in  diabetes,  I'm  trying  to 
force  them  in  that  direction;  but  they're  easily  apt  to  go  in 
other  directions. 

In  terms  of  social  research,  I guess  I have  to  ask  back 
to  you  what  you  mean  by  social  research? 


2-142 


AnnArbor,  Michigan 


October  7,  1976 


WEXLER:  Well,  for  example,  you  talk  about  chronic  care. 

What  do  you  think  about  a research  care  treatment  center  that  has 
Huntington's  patients,  diabetes  patients  and  multiple  sclerosis 
patients?  Should  we  lump  them  all  together?  Should  we  divide 
them  up?  Who  knows  what  happens? 

STELLAR:  He  recommended  putting  them  all  together,  didn't 

you--in  some  respect? 

KOHRMAN:  No,  I didn't.  That  would  be  a misinterpretation. 

I think  that's  maybe  feasible,  but  what  I'm  talking  about  is 
looking  at  the  needs  for  chronic  disease  as  a whole.  Because  so 
many  of  the  services  are  identical  as  regards  the  diseases.  The 
actual  physical  plan,  I think,  is  subject  to  research  and,  in  that 
sense  the  Health  Resources  Administration  is  seeking,  actively,  for 
pilot  programs  in  different  forms  and  management  of  chronic 
disease.  I know  that  we,  at  Michigan  State,  in  our  Office  of 
Health  Services  Education  Research  have  an  HRA  funded  Chronic 
Disease  Module,  which  is  exploring  throughout  many  communities 
in  Michigan,  and  may  have  touched  some  of  the  people  in  the 
audience  here,  home  care  doing  cost  benefit  analyses.  Trying  to 
do  analyses  of  which  health  professionals  should  deliver  which 
services  under  what  auspices;  and  this  is  primarily  funded  through 
the  HRA  and  with  some  State  monies  from  the  State  of  Michigan. 

One  of  the  important  things  that  we  have  found  as  a strategum 
is  you  start  something  and  get  your  foot  in  the  door,  and  then 
people  know  what  you're  talking  about.  It's  very  hard  to  create 
programs  they  know  about.  It's  kind  of  a chicken  and  egg  thing. 

But  if  you've  got  something  going  and  somebody  with  a good  idea, 
even  if  it's  only  a little  program,  then  you  can  go  to  the 
agencies  in  Washington.  And  we  have  found  that  at  least  on  a 
listening  level,  they're  very  receptive.  We're  awaiting  several 
grant  decisions  at  this  point  which  will  prove  whether  or  not 
their  money  is  where  their  mouth  is.  But  at  this  point  we're 
in  that  process. 

WEXLER:  Your  Diabetes  Commission  got  17  million  so  far? 

KOHRMAN:  Yes.  I was  called  yesterday  by  Oscar  Crawford, 

the  Chairman  of  the  Diabetes  Commission,  who  was  "crowing"  a 
bit.  At  the  time  when  the  national  N.I.H.  budget  I think,  went 
up  generally  11  percent,  diabetes  got  17  percent  in  this  year's 
budget.  But  you  know,  that  ain't  all  good  and  the  only  thing 
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that's  good  about  it  is  that  there  was  eight  or  ten  million  put 
in  this  year  for  the  Diabetes  Regional  Centers.  And  I was  in-  V; 

terested  to  hear  in  the  previous  discussion  on  the  answer  to  one  ;! 

of  the  Commissioners  questions  that  the  proposal  of  conjoining  ' 

research,  education,  professional  development,  and  outreach  orograms, 
into  a single  center  has  occurred  to  the  Commission.  Because  I , 

think  this  is  the  model  which  several  of  us  who  are  coming  from 
the  "care"  viewpoint  tried  to  push  on  the  Diabetes  Commission  and 
the  result  was  that  initial  funding  for  those  regional  centers  was  ] 
included  in  the  legislation.  I don't  think  they're  going  to  buy 
a cure  for  diabetes  any  more  than  they're  going  to  buy  a cure  for 
cancer--and  I say  that  at  great  risk  because  I'm  the  principle  ' 

investigator  in  NCI  right  now.  But  the  fact  is  that  I think  that 
very  clearly,  those  monies  put  into  the  development  of  regional 
center  programs  may,  in  fact,  be  the  most  significant  of  that/,  ' 

however  many  million  that  came  out  of  this  year's  legislation. 

STELLAR:  Thank  you  very  much.  Professor  Kohrman.  It's  been  i 

most  enlightening.  We  appreciate  it. 

We'll  call  now  upon  the  last  speaker  in  this  panel,  Mr.  Harold 
Benson. 


TESTIMONY  OF 
HAROLD  BENSON 
FARMER 

BENSON:  I'd  like  to  introduce  myself  as  the  least  profes- 

sional person  here.  I'm  a farmer.  I've  bred  cattle  and  I've 
bred  hogs  and  corn  and  beans,  and  I don't  like  to  liken  people 
to  animals  or  to  plants,  but  there  is  a very  similar  likeness, 
genetically.  If  I had  a cow  that  was  throwing  six-legged  calves, 
I'd  look  in  the  background  to  find  out  why.  And  if  I found  a 
genetic  trait  in  one  of  the  lines,  I'd  eliminate  that  line.  Now 
this  sounds  hard-nosed  because  we're  talking  about  people.  But 
we  can  talk  about  regional  centers,  we  can  talk  about  hospital 
care  and  nursing  homes  and  so  on,  but  if  we  can  eliminate  the  pro- 
blem, we  don't  need  that  stuff.  And  namely,  what  I'm  saying — 
and  this  sounds  real  cruel  in  a sense--and  I don't  even  know 
whether  if  I'm  pinned  to  the  law  that  I can  stay  with  this  line 
of  thinking.  But  people  at  high  risk,  and  I'm  talking  about  H.D. 
right  now — if  they  didn't  have  any  more  children,  how  much  H.D. 
would  we  have?  I'll  ask  you,  Nancy. 
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WEXLER:  You  want  numbers?  You  couldn't  possibly  counsel 

all  the  people  at  high  risk  not  to  have  children.  And  there  is 
always  a new  mutation  rate,  so  that  you  may  have  somewhat  de- 
creased the  amount  of  H.D.,  but  you'd  always  have  the  problem. 

BENSON:  You'd  always  have  a problem,  but  we  would  take  care 

of  a lot  of  the  problem.  This  is  the  one  point  I wanted  to  make. 

WEXLER:  We  have  two  geneticists  here.  I think  they're  much 

better  able  to  answer. 

STELLAR:  We  already  had  some  discussion  about  it  and  per- 

haps Dr.  Li  will  say  some  of  the  things  he  said  before,  or  add 
to  them  on  this. 

LI:  If  he'd  like  to  finish  the  story. 

BENSON:  Well,  this  is  just  a thought  from,  like  I say,  a 

very  nonprofessional  person.  If,  through  counseling,  high-risk 
young  people  could  come  to  the  point  of  the  decision  not  to  have 
children,  this  would  be  one  big  step,  I would  think.  Now  whether 
this  would  be  mandatory  or  voluntary,  this  is  the  big  deal.  And 
I don't  know.  You  see,  I don't  have  H.D.  in  my  family,  so  some- 
body who  has  it  could  say,  "Yes,  that's  easy  for  you  to  say — that 
you  know  exactly  what  to  do"--but  you  know,  we  all  have  a life  to 
live.  There's  no  guarantee  that  any  of  us  are  going  to  walk  out 
of  here  alive,  you  know.  And,  certainly,  down  the  line  we  don't 
know  whether  we're  going  to  die  of  H.D.,  or  what  we're  going  to 
die  of.  So  there's  always  this  problem.  And  I think  as  young 
people  face  this  that  are  at  risk--why  I know  young  people  that 
are  perfectly  healthy,  happy,  at  risk  people--they  have  all  the 
drives,  they  want  families  and  so  on  that  people  that  don't  have 

H.D.  have.  And  you  see,  this  is  their  dilemma.  How  can  you 
suppress  that? 

Well,  I come  from  mid-state  and  there's  one  problem  that 
hasn't  been  touched  on  here  and  we  can  talk  about  a lot  of  things, 
but  people  that  are  at  home  and  they're  not  diagnosed  as  H.D. 
victims,  wliat  can  we  do  to  help  them?  I think  you  have  to  have 
a certain  amount  of  compassion  to  deal  with  this  subject.  I was 
brought  up  across  the  tracks,  so  to  speak,  from  a consumptive 
family.  My  mother  died  of  TB  when  I was  12  years  old.  I was  the 
oldest  of  five  children.  Now,  I know  what  it's  like  to  have  some 
mother's  child  tell  you  that,  "I  can't  play  with  you  anymore 
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because  my  mother  doesn't  want  me  to,"  due  to  my  association 
with  tuberculosis.  I know  what  that's  like.  And  just  very  re- 
cently, the  problem  that  I'm  connected  with--a  young  lady,  14  or 
15  years  old,  beginning  her  dating  career--right  away  she's  slap- 
ped in  the  face  that  the  boyfe  parents  object  to  the  boy  dating 
her  because  of  her  H.D.  background — at  risk.  It's  a cruel  blow, 
it's  unfair,  and  so  on,  but  that  is  the  situation.  That  is  the 
situation . 

Now,  as  I mentioned,  I come  from  mid-state  and  I've  heard 

some  of  them  speak  in  here  today  that  there  was,  I don't  know, 

maybe  I'm  wrong,  fifty  people  that  have  been  diagnosed  that  are 
in  institutions.  I know  right  now,  in  our  locality,  of  three 
actives.  And  I know  in  one  little  town  of  300  people  there's 
five  at  risk  families.  Now,  I've  got  a note  here,  it  says, 

"Genetic  Time  Bomb."  Do  you  get  the  point  that  I'm  talking 
about?  We've  got  a genetic  time  bomb  in  that  area.  These  fam- 
ilies marry  and  reproduce  and  away  we  go.  I'd  just  like  to  point 

that  out.  Now,  one  other  note  I have  down  here--and,  by  the  way, 

I didn't  come  in  here  prepared  to  speak,  but  I've  been  associated 
with  a chapter  in  Lansing  and  they  do  the  best  they  can  to  raise 
money  to  help  the  families  and  to  get  the  word  across--that  H.D. 
is  dangerous  and  so  on — what  can  we  do  to  help?  So  they  knit 
afghans  and  crochet  doylevs  and  raise  money  in  this  light.  And, 
you  know,  when  we  look  at  what's  going  on — the  grants  that  are 
going  to  study  the  love  life  of  Hummingbirds,  and  all  this  and 
that,  it's  ridiculous.  We're  talking  about  people.  We're  talking 
about  H.D.  and  here  these  poor  people  are  knitting  afghans  and 
doyleys  to  raise  money  to  tell  their  story,  and  they  need  public 
support  on  this.  Whether  at  the  Federal  or  at  the  state  level. 

As  to  nursing  homes.  There's  been  something  mentioned  about 
nursing  homes.  Now  in  our  town  you  can't  get  anybody  in  a nursing 
home,  let  alone  a person  with  H.D.  They  won't  allow  a nursing  home  in 
our  town,  I guess.  State  has  turned  them  down  for  a nursing  home.  So 
there's  no  nursing  home  care  available  in  our  area  for  anybody,  let 
alone  somebody  that's  afflicted  with  H.D.  I'm  primarily  interested 
in  one  family,  and  this  is  another  point  that  the  public  can  help 
on.  Usually  these  families,  for  their  financial  arrangements, 
their  judgment  is  very  poor.  So,  a lot  of  them  have  to  be  de- 
clared mentally  incompetent.  So  there  has  to  be  legal  guardian 
set  up.  And  I happen  to  be  legal  guardian  for  one  family,  to  take 
care  of  their  needs.  Now,  if  all  I had  to  do  was  write  the  checks. 
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that  would  be  simple.  But  there's  other  things  that  come  up. 

How  many  of  you  ever  heard  of  the  "ground  glass  kick/"  so 
to  speak,  that  H.D.  victims  can  be  on?  Or  the  "cat  hair"  epi- 
sode, or  the  "sewing  machine  oil"  episode?  Now  these  are  all 
crises  in  an  H.D.  family.  Maybe  they  don't  pertain  to  your  H.D. 
family,  but  this  particular  H.D.  family  that  I'm  interested  in, 
they  do.  And,  they're  unreal.  You'd  think  that  it  shouldn't 
ever  be,  but  it  is.  I think  of  a young  man  43  years  old.  A vet- 
eran of  the  Korean  War,  a Navy  man.  And  his  big  problem? 

"There's  ground  glass  pouring  right  through  a hole  in  the  wall 
here  at  me."  Well,  how  do  you  combat  that  in  home  care?  How  do 
you  take  care  of  that  situation?  Well,  we  taped  the  hole  shut. 
Literally,  we  taped  the  hole  shut.  The  ground  glass  kept  pouring 
in  around  the  tape — in  his  imagination,  you  see--so  we  taped  the 
whole  thing  over  with  tape.  But  this  is  the  kind  of  problems 
that  you  run  into  taking  care  of  these  people.  We  that  have  nor- 
mal homes  can't  imagine  what  goes  on  in  a home  where  there's  H.D. 
people,  H.D.  patients.  We  just  can't  imagine.  And  the  round-the- 
clock  care  that  they  need,  from  blowing  their  nose  to  all  the  rest 
of  the  details — you  cannot  imagine  that. 

Well,  what  I'd  like  to  point  out  to  the  Commission  is  that 
there's  a legal  guardian  point  of  view  that  has  to  be  set  up  for 
these  people  and,  also,  that  I think  there's  more  of  these  people 
in  the  country  than  we'd  like  to  admit. 

And  I thank  you. 

STELLAR:  Thank  you  very  much.  Does  anyone  have  any 

questions?  No  comments? 

Well,  thank  you  all  very  much  for  coming.  I appreciate  it. 

We  have  two  more  panels--two  plus,  it  looks  like,  and  I think 
we're  going  to  make  it  if  we're  just  reasonable  in  our  time.  If 
we  could  have  the  following  people  as  our  next  group:  Mr. 

Sanford  Izenson,  Dr.  Emre  Kokmen,  Charles  Timms,  Linda  Cole. 

Well,  we  have  four.  I'll  call  first  on  Mr.  Sanford  Izenson, 
Assistant  Chief,  Chronic  Diseases  Unit,  Michigan  Department  of 
Public  Health. 
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TESTIMONY  OF 
SANFORD  IZENSON 
ASSISTANT  CHIEF 
CHRONIC  DISEASE  UNIT 
M I CHI GAN  DEPARTMENT  OF 
PUBLIC  HEALTH 


IZENSON:  Personal  data:  Sanford  Izenson,  Assistant  Chief, 

Chronic  Disease  Unit,  Bureau  of  Disease  Control  and  Laboratory  Ser- 
vices, Michigan  Department  of  Public  Health;  educational  background 
is  B.A.  in  Psychology  with  several  years  of  graduate  work  in  psych- 
ology and  an  MPH  in  Public  Health  Administration  (U  of  M,  1967) . 

I have  been  actively  employed  in  public  health  for  12  years  at  state 
and  local  levels  and  in  planning  alcoholism,  mental  health  and 
chronic  disease  programs,  I have  been  in  my  current  position  for 
two  and  one-half  years.  Until  I received  the  invitation  to  speak 
here  today,  I've  had  no  prior  contact  with  Huntington's  disease 
through  my  work  or  personally. 

These  remarks  are  intended  to  be  at  a general  descriptive 
level.  Public  Health  practice  can  generally  be  characterized  by 
a concern  with  the  health  of  an  entire  community.  As  such,  chronic 
disease  is  an  important  concern,  growing  in  emphasis  as  the  propor- 
tion of  those  most  at  risk  from  chronic  disease,  the  older  groups, 
make  up  an  increasingly  larger  share  of  the  total  population  of  each 
community  in  this  country.  The  interest  in  specific  illness  also 
relates  to  its  total  impact  on  the  population  in  question;  relating 
to  numbers  affected,  seriousness,  infectivity  ability  to  prevent 
and  others. 

A working  definition  of  chronic  disease,  which  is  utilized 
in  a current  proposed  revision  of  Michigan's  public  health  statutes, 
is  as  follows:  chronic  disease  includes  an  impairment  or  deviation 

from  normal  having  one  or  more  of  the  following  characteristics: 

(a)  it  is  permanent;  (b)  it  leaves  residual  disability;  (c)  it  is 
caused  by  nonreversible  pathological  alterations;  (d)  it  requires 
special  training  of  the  patient  for  rehabilitation;  (e)  it  may  be 
expected  to  require  a long  period  of  supervision,  observation,  or 
care . 


If  this  revision  passes  into  law,  a start  will  have  been 
made  to  establish  a broad  chronic  disease  program  in  Michigan, 

In  that  public  health  activities  are  paid  for  through  pub- 
lic funds,  accountability  and  cost  benefit  considerations  are 
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important.  Philosophically,  public  health  professionals  intervene 
at  various  levels  in  the  disease  process  which  can  be  considered 
"prevention"  of  consequences,  with  the  preferred  level  being  the 
earliest  one  at  which  most  damage  can  be  avoided,  given  the  stage 
at  which  the  disease  is  detected  or  detectable.  In  contradiction 
to  this  logical  presentation,  however,  sometimes  public  health  pro- 
grams are  enacted  simply  because  of  a strong  personal  interest  on 
the  part  of  a member  of  government  in  a key  position. 

Given  the  dearth  of  scientific  fact  about  Huntington's 
disease,  plus  recognizing  the  above  considerations,  the  most  likely 
and  productive  kind  of  intervention  by  public  health  professionals 
with  families  struck  by  this  disease  would  be  through  the  services 
of  public  health  nurses  in  the  two  areas  of  genetic  education  and 
counseling,  plus  the  provision  of  home  health  services  at  the  appro- 
priate time  in  the  progression  of  the  disease,  that  is,  when  ordered 
by  the  physician  caring  for  the  patient.  These  areas  of  activity 
are  related  to  those  general  aspects  of  public  health  nursing  such 
as  providing  warm  support  in  helping  the  family  adapt  to  this  deva- 
stating problem  and  acting  as  family  counselor  to  help  them  make 
their  best  decision  as  the  home  care  situation  becomes  more  and 
more  difficult  to  manage.  The  family  may  also  need  help  in  dealing 
with  various  large  and  impersonal  organizations  such  as  health  and 
mental  institutions,  the  courts,  payment  mechanisms,  and  social 
service  agencies,  where  the  public  health  nurse  can  often  be  useful. 
If  medications  are  involved,  the  public  health  nurse  on  request  will 
provide  instruction  on  how  to  take  the  drugs,  explain  interactions 
with  other  drugs  and  side  effects,  and  encourage  the  patient  to  fol- 
low the  prescribed  treatment. 

In  the  area  of  genetic  counseling,  public  health  nurses 
could  act  as  sources  of  information  for  patients  and  family  members 
on  educational  and  other  resources,  including  directing  persons  to 
regional  genetic  counseling  centers  such  as  the  one  here  at  the 
University  of  Michigan.  They  could  also  do  preliminary  casefinding 
by  taking  careful  histories  of  diseases  among  blood  relatives  of 
the  affected  person  and  provide  this  information  to  the  physician 
in  charge  of  the  patient.  However,  few  public  health  nurses  have 
the  training  and  interest  to  involve  themselves  to  this  degree  with 
any  genetically  based  illness,  and  will  not  be  able  to  do  so  unless 
provided  with  a significant  amount  of  initial  training  and  in-service 
education  in  this  topic. 
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SCHACHT:  I find  it  interesting  that  Michigan,  being  one  of 

two  states  to  do  a very  large  study  of  Huntington's  disease — ident- 
ified probably  95  percent  or  more  of  the  families  that  its 
health  department  has  decided  to  ignore  a very  sizable  piece  of 
a health  problem  which  when  extended  beyond  the  patient  himself 
goes  to, spouse  has  been  mentioned--goes  to  of f spring--but  also 
to  his  sibs  and  all  their  spouses  and  offspring.  That  you  do 
have  a reasonable  public  health  problem,  and  one  that,  with  ap- 
propriate counseling  and  work  with  those  families,  could  at  least 
get  to  the  point  of  considered  reproductive  outcomes.  And  I also, 
although  you  did  qualify  your  use  of  public  health  nurses--during 
genetic  counseling,  that  they  would  have  to  have  training — cer- 
tainly, at  the  present  time,  that  there  are  few,  if  any,  public 
health  nurses  that  I'm  aware  of  who  have  the  ability  or  capacity 
to  do  genetic  counseling  and  I'm  not  sure  that  it  really  would  be 
that  role. 

IZENSON:  The  entire  problem  that  I referred  to  as  "lack  of 
emphasis,"  has  to  do  with  lack  of  staff.  When  one  is  dealing  with 
such  major  chronic  problems  as  hypertension,  which  numbers  over  the 
millions  in  the  State  of  Michigan,  one  can  see  that  there  is  zero 
time  and  resources  available  when  one  looks  at  the  expenditures  in 
chronic  disease  within  the  Michigan  Department  of  Public  Health.  I 
could  amplify  that  by  referring  to  remarks  made  by  Dr.  Weir, 
the  State  Health  Officer,  who  in  the  past  few  months  has  mentioned 
that  he  recognizes  this  severe  deficit  and  is  doing  his  best  to 
remedy  the  situation. 

STELLAR:  Thank  you  very  much.  We'll  go  now  to  the  state- 

ment of  Dr.  Emre  Kokmen,  Neurologist,  University  of  Michigan. 
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TESTIMONY  OF 
EMRE  KOKMEN,  M.D. 

ASSISTANT  PROFESSOR  OF  NEUROLOGY 
UNIVERSITY  OF  MICHIGAN  MEDICAL  SCHOOL 
ANN  ARBOR,  MICHIGAN 

KOKMEN: I am  a clinical  neurologist  and  I have  taken  care  of  something  like 
70-80  separate  cases  of  Huntington's  disease  in  the  last  five  years.  My 
experience  with  these  patients  and  their  families  will  be  the  basis  of  the 
following  remarks  on  selected  aspects  of  the  disease. 

C^urrent  Clinical  Status  of  the  Disease 

The  one  factor  I would  like  to  emphasize  most  is  the  disabling  nature 
of  Huntington's  disease.  Some  time  ago  I made  a rather  crude,  superficial, 
and  rough  investigation  of  all  of  my  patients  to  get  some  kind  of  a feeling 
about  their  ability  to  contribute  to  their  environment  and  ability  to  be  inde- 
pendent. My  findings  suggested  that  the  vast  majority  of  patients  within  a 
relatively  short  time,  such  as  five  years  or  so  after  the  onset  of  their  symp- 
toms, became  significantly  socially  disabled.  The  patients  were  unable  to 
take  care  of  their  home  if  they  were  homemakers,  they  had  retired  from 
their  jobs  which  provided  them  with  an  income,  and  almost  invariably  were 
now  living  at  a lower  income  level  than  before.  A considerable  number  of 
patients  were  having  problems  with  simple  activities  of  daily  living  and 
their  participation  in  social  events  was  extremely  unsatisfactory.  This 
aspect  of  the  disease  has  not  been  well  documented  and  I feel  that  is  very 
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important  to  realize  that  a Huntington's  disease  patient  lives  two-thirds  or 
three-quarters  of  his  or  her  life  after  the  onset  of  the  disease  in  a state 
of  severe  social  disability.  It  is  also  important  to  emphasize  that  this 
disability  predominantly  emerges  from  the  mental,  intellectual,  behavioral, 
and  emotional  disturbances  related  and  caused  by  the  disease.  The  motor 
disturbance  in  the  disease  in  most  instances  is  unimportant  for  the  welfare 
of  the  patient.  The  motor  disturbance  is  useful  in  diagnosing  the  disease 
but  it  is  my  opinion  if  it  were  not  for  the  emotional  disturbances  that  are 
associated  with  the  disease,  the  motor  disturbance  would  cause  minimal 
disability.  When  I say  this  I especially  think  of  another  disease  called 
dystonia  musculorum  deformans  in  which  the  motor  disturbance,  if  anything, 
is  much  more  prominent  than  in  Huntington's  disease  but  those  patients, 
especially  the  ones  among  them  who  have  normal  intelligence,  seem  to 
adjust  to  their  motor  disability  quite  successfully. 

Emphasizing  then  these  aspects  of  the  disease,  I feel  that  it  is  some- 
what premature  at  this  time  to  insist  on  early  diagnosis  or  predictive  diag- 
nosis of  Huntington's  disease  based  on  tests  designed  to  bring  up  motor 
disabilities.  There  is  certain  degree  of  cruelty  in  this  type  of  diagnosis 
since  after  we  move  heaven  and  earth  to  make  a diagnosis,  even  if  we  are 
able  to  do  so,  we  have  nothing  to  offer  the  patient.  It  is  also  my  opinion 
that  far  too  much  emphasis  has  been  put  on  the  motor  aspects  of  Huntington's 
disease  in  teaching,  learning,  and  researching  about  the  disease. 
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:u*srarch  Aspects  of  Ffuntington's  Disease 

It  is  my  opinion  that  at  the  present  time  we  do  not  have  useful  hypo- 
tFieses  about  the  nature  of  Huntington's  disease.  The  hope  that  there  would 
be  some  pharmacological  shortcut  that  would  enable  us  to  effectively  control 
some  of  the  symptoms  of  the  disease  no  longer  seems  to  be  a candidate  for 
realization.  The  pharmacologic  hypotheses  were  entirely  based  on  rather 
weak  effects  of  certain  drugs  exclusively  on  the  motor  symptomatology  of 
the  disease  and,  therefore,  they  failed  at  the  outset  because  they  ignored 
the  major  manifestation  and  the  major  problems  in  the  disease.  Further 
sets  of  observations  from  a rather  small  number  of  patients'  brains  also 
suggested  other  transmitter  disturbances  but  there  has  been  no  final  con- 
census about  even  whether  these  are  specific  to  the  disease  or  simply 
epiphenomena  related  to  generalized  significant  cell  destruction.  All  efforts 
to  influence  central  GABA  metabolism  based  on  these  observations  have 
been  failures  so  far. 

When  one  takes  a longer  view,  these  results  are  not  so  surprising 
at  all.  We  have  very  little  insight  about  those  molecular  genetic  and  neuro- 
biologic mechanisms  that  underlie  chronic  diseases  of  the  central  nervous 
system  which  lead  to  premature  fallout  of  neurons.  In  this  sense,  Hunting- 
ton's disease  is  quite  similar  to  the  much  more  common  Alzheimer's  disease. 

It  would  seem  to  me  that  hypotheses  that  are  going  to  be  useful  in  our  under- 
standing of  Huntington's  disease  will  have  to  come  from  a thorough  considera- 
tion of  molecular  genetics,  molecular  neurobiology  of  the  central  nervous 
system,  especially  insofar  as  those  mechanisms  relate  to  normal  or  "premature" 
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aging.  Because  of  this,  I quite  welcome  the  rather  weak  but  discernible 
trend  to  investigate  immunologic  factors  and  cellular  factors  in  Hunting- 
ton's disease  rather  than  strictly  concentrating  the  rather  overworked 
and  weak  pharmacological  hypotheses  of  the  past. 

Treatment 

It  is  best  to  keep  this  very  short  by  stating  that  there  is  no  treat- 
ment for  Huntington's  disease.  It  is  surprising  to  see  how  many  physicians 
consider  the  rather  weak  palliative  measures  we  are  able  to  take  about 
Huntington's  disease  as  some  form  of  treatment  and  it  must  be  emphasized 
that  despite  the  wide  publicity  it  receives,  the  pharmacologic  manipulations 
in  Huntington's  disease  are  extremely  futile  in  terms  of  treatment  or  even 
management  of  cases. 

Management 

Over  my  years  of  experience  with  Huntington's  disease  patients  I have 
been  impressed  with  the  coping  skills  of  patients  and  their  family  members 
and  I must,  at  this  juncture,  pay  tribute  to  these  extremely  resourceful,  long- 
suffering,  resilient  group  of  people.  The  greatest  tax  on  their  coping  skills 
is  the  extreme  long  and  chronic  nature  of  the  disease  which  is  always  downhill. 
This  has  devastating  effects  on  family  relationships.  There  is  little  that  the 
medical  profession  can  do  to  enhance  the  coping  skills  of  the  subjects.  One 
very  important  thing  that  we  can  do,  I am  sure,  is  to  withhold  incorrect  infor- 
mation. I will  give  an  example  of  this.  About  five  years  ago  I saw  a 37- 
year-old  lady  who  consulted  me  because  she  was  worried  that  she  might  be 
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beginning  to  get  Flunt Lngton's  disease.  The  patient  was  panicked  and 
very  depressed.  It  turns  out  that  when  she  was  17  or  18  years  of  age 
her  mother  died  with  Huntington's  disease  and  at  that  time  she  was  not 
counselled  and  did  not  know  anything  about  the  nature  of  the  disease. 

She  got  married  and  quickly  had  two  children.  Subsequently,  her  mar- 
riage was  dissolved  by  divorce  and  she  raised  her  children  while  work- 
ing as  a bank  teller.  During  that  time  she  had  occasion  to  learn  about 
Huntington's  disease  and  is  adamant  in  saying  that  she  was  counselled 
that  "since  the  disease  makes  its  onset  at  or  around  age  35,  if  she  would 
be  free  of  disease  at  age  35  she  would  not  have  anything  to  worry  about." 

Her  children  grew  up,  they  got  married,  and  the  patient  then  remarried 
at  age  35.  When  I saw  her  she  had  two  small  children  from  the  second 
marriage  and  was  manifesting  the  signs  and  symptoms  of  Huntington's 
disease.  She  was  incredulous  that  she  could  have  the  disease.  It  took  her 
a very  long  time  to  adjust  to  this  idea  but  from  the  time  that  she  reconciled 
herself  to  the  fact  that  she  had  Huntington's  disease  she  has  been  unable  to 
take  care  of  her  home  and  do  the  activities  of  daily  living  she  was  so  well 
able  to  do  previously.  This  patient  is  also  now  extremely  worried  and  feels 
a great  deal  of  guilt  about  her  children.  It  is  quite  common  for  a neurolo- 
gist who  takes  care  of  Huntington's  disease  to  come  across  stories  like  this. 
Mismanagement  of  genetic  information  seems  to  be  more  common  than 
correct  management  of  genetic  information.  Is  this  because  there  are  so  few 
sources  of  correct  information  in  the  community  or  is  it  because  the  patients 
interpret  the  information  given  them  incorrectly?  This  is  something  I do  not 
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know.  However,  this  kind  of  misinformation  about  the  disease  certainly 
undermines  patients'and  their  families'  coping  skills. 

Social/ Economic  Aspects  of  Huntington's  Disease 

In  my  experience  the  patients  who  are  most  debilitated  by  the  dis- 
ease are  the  patients  who  manifest  signs  and  symptoms  in  their  late  teens 
or  early  adulthood  before  they  were  able  to  form  gainful  and  lasting  social 
and  economic  arrangements.  These  patients  suffer  greatly  and  although  I 
have  no  documentation,  1 have  a feeling  that  they  do  show  more  rapid  down- 
ward course.  It  is  also  my  opinion  that  patients  who  have,  for  one  reason 
or  another,  strong  family  or  other  social  relationships  seem  to  be  able  to 
cope  and  manage  with  the  disease  much  better.  Even  under  the  best  of 
circumstances,  the  disease  imposes  a large  financial  burden  on  families 
and  family  members.  It  usually  means  that  the  person  with  the  disease  is 
unable  to  earn  a living.  In  addition  to  this,  the  person  with  the  disease 
cannot  usually  be  left  alone  at  home  and,  therefore,  another  family  member 
must  be  detached  for  his  or  her  care.  Most  of  the  middle-income  family 
groups,  in  my  clinical  practice  of  Huntington's  disease,  are  unable  to  afford 
to  pay  for  a live-in  companion  or  nurse.  Nor  are  they  able  to  pay  for  private 
nursing  home  care  for  their  patients  when  and  if  such  becomes  necessary. 

My  patients  usually  relate  to  me  that  they  hear  from  the  state  agencies  that 
they  have  too  much  property  or  too  much  income  to  be  eligible  for  public 
assistance  programs  and  yet  their  property  is  usually  their  home  which  is 
necessary  for  them  to  maintain  for  other  members  of  the  family  and  the  fact 
that  Huntington's  disease  very  often  strikes  in  mid-adulthood  means  that 
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tht-Ti-  are  flepondent  children  around  so  this  aspect  is  compounded.  In  a 
disease  sucli  as  Alzheimer's  disease,  where  in  the  majority  of  cases  the 
dementia  tiegins  to  occur  near  or  after  retirement  years,  the  patients  are 
usually  able  to  go  to  a retirement  home  or  nursing  home  based  on  their 
retirement  benefits  or  Social  Security  benefits.  This  does  not  seem  to  be 
possible  for  many  Huntington's  disease  patients.  In  the  state  of  Michigan, 
it  is  not  possible  to  hospitalize  patients  in  mental  institutions  unless  they 
are  dangerous  to  themselves  or  to  their  community.  At  any  rate,  such 
institutionalization  seems  to  be  a very  poor  way  of  caring  for  Huntington's 
disease  patients.  Many  of  these  patients  suffer  from  a contraction  of  their 
horizons  and  a decrease  of  meaningful  things  to  do  and  think  about  and  isola- 
tion from  their  families  always  seems  to  make  their  disease  worse.  There 
is  also  the  problem  of  determining  when  the  patient  is  disabled  from  work. 

In  many  instances,  based  on  the  current  performance  of  work  of  patients  or 
the  prognosis  of  the  disease  it  is,  of  course,  possible  to  declare  them  as 
disabled.  However,  such  declarations  sometimes  result  in  further  withdrawal 
and  depression  of  the  patient.  I have  a family  of  three  brothers  in  whom  all 
three  have  the  disease.  One  was  an  automobile  mechanic  and  his  foreman 
initiated  medical  evaluation  for  him  and  within  six  months  he  was  declared 
disabled  and  is  now  living  at  home  and  has  become  more  and  more  withdrawn. 
Two  of  his  siblings  who  say  that  they  do  not  have  the  disease  and  whose  wives 
say  that  they  do  not  have  the  disease  but  seem  to  have  as  many  involuntary 
movements  as  their  brother,  just  by  sheer  denial  power, have  been  able  to 
continue  to  work  (they  both  do  janitorial  work)  and  seem  to  occupy  their  time. 
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I have  never  consulted  these  two  gentlemen  medically.  However,  when- 
ever there  is  a convocation  of  Huntington's  disease  patients  to  donate 
blood  or  something  like  that,  these  brothers  always  come  and  are  very 
eager  to  do  everything  for  the  disease  but  they  officially  have  declared 
themselves  free  of  it.  I sometimes  think  that  denial  has  its  place  as  a 
coping  mechanism  as  well. 

R ecommendations 

It  is  my  opinion  that  money  or  larger  allocations  of  money  for  re- 
search and  management  aspects  of  Huntington's  disease  is  not  the  only 
answer.  The  state  of  our  knowledge  of  the  disease  is  such  that  no  one 
can  predict  where  our  insights  in  Huntington's  disease  will  come  from 
even  if  we  had  unlimited  amounts  of  money  available  to  us  for  its  research. 
Knowledge  and  insights  about  Huntington's  disease  may  come  from  research 
fields  which  now  lie  beyond  the  limits  of  neurology  or  even  of  medicine. 
Therefore,  the  most  useful  thing  that  one  can  do  with  research  money  at 
this  time  is  to  support  such  efforts  that  concentrate  on  basic  molecular 
biology  and  molecular  genetics  of  the  central  nervous  system.  The  Hunting- 
ton's disease  community  must  look  actively  for  spinoffs  and  offshoots  that 
are  meaningful  for  the  disease  from  that  sort  of  research  activity  and  a 
centrally  placed  research  guiding  or  evaluation  council  may  be  useful  in 
sifting  research  in  a variety  of  fields  and  determining  its  significance  for 
Huntington's  disease.  Once  this  is  done,  the  current  grant  support  system 
can  be  used  in  supporting  and  stimulating  Huntington's  disease  research. 
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Howfver,  until  we  know  much  more  about  the  nature  of  the  disease, 
it  is  quite  likely  that  we  are  going  to  live  with  Huntington's  disease  as  it 
iSjfor  a long  period  of  time.  In  the  meantime,  what  can  be  done  to  help 
people  who  are  at  risk  with  the  disease?  It  appears  to  me  that  Huntington's 
di.sease  patients  and  their  families  are  in  need  of  comprehensive  consultation 
both  ff>r  diagnosis,  medical/neurologic  management,  social  and  psycholo- 
gical management.  The  local  chapters  of  the  Committee  to  Combat  Hunting- 
ton's Disease  do  an  invaluable  job  in  providing  correct  written  basic  informa- 
tion about  the  disease.  However,  they  could  be  organized  more  along  service 
lines  and  they  could  probably  do  a better  job  by  identifying  those  agencies 
or  those  physicians  in  their  community  which  are  tappable  and  willing  of 
rendering  services  to  Huntington's  disease.  It  has  been  my  experience  and 
the  experience  of  my  patients  that  they  cannot  uniformly  rely  on  all  of  the 
mental  health  care  facilities  available  in  the  community.  It  has  also  been  a 
source  of  professional  discouragement  to  me  to  see  how  few  psychiatrists  are 
there  who  are  really  knowledgeable  about  Huntington's  disease.  Because  of 
the  nature  of  onset  of  symptoms,  in  many  instances  it  is  the  psychiatrist  who 
sees  the  Huntington's  disease  patient  first.  We  have  unfortunately  many  cases 
who  have  had  management  without  cognizance  of  their  disease  for  many  years. 

The  medical  community  and  the  paramedical  community  need  to  be 
educated  about  Huntington's  disease.  Because  of  priority  and  curriculum 
considerations,  Huntington's  disease  may  be  completely  ignored  in  medical 
school.  To  my  dismay,  I have  also  noted  that  it  may  be  ignored  in  the  clinical 
training  of  psychiatrists.  A central  association  of  Huntington's  disease  may 
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try  to  remedy  this  by  directly  contacting  medical  schools  and  training 
programs  and  make  educational  aids  available  to  them. 
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STELLAR:  I think  your  points  are  well  taken.  I believe 

evcrybldy  would  agree  that  for  most  patients  the  -tellectual 
and  associated  defects  involved  in  personality  and 
most  disabling,  especially  with  patients  who  have  ^®l^tively 
mild  abnormal  movements  or  who  can  be  helped  =°™®«hat  by  the 
medication.  No  one  would  disagree,  I believe,  ^hat. 

glad  you  mentioned  the  research,  the  basic  research,  being  nec 
Lsary,  because  so  many  great  discoveries  have  come  from  things 
that  Ld  no  connection  with  what  was  being  cured;  and  it  ^o 

from  animal  research  sometimes  even  more  than  from  human  resear  . 
But  both  aspects  must  be  covered,  of  course. 

other  comments  from  the  table? 

LI:  Just  one  question.  I thought  all  psychiatrists  are 

physicians.  This  is  with  respect  to  your  very  last  remar  . y 
you  say  psychiatrists  are  . . . 

KOKMEN:  Of  course  they  are  physicians,  but,  medical  school. 

You  may  get  through  medical  school  without  hearing  a word  about 
^tington's  diseLe.  I am  convinced  of  that . O"  ^he  other  side . 
and  psychiatric  education.  It  is  unbelievable,  to  me  ^ha.  the 
same  thing  can  happen.  That  a psychiatrist  can  finish  a Psy=^^atr 
training  in  this  country  without  considering  genetic  aspects  of 
disease  Yet,  in  my  experience,  many  patients  with  Huntington  s 
disease  who  have  found  their  way  into  my  office  have  gone  to 
psychiatrists  and  not  one  single  psychiatrist  took  a family  his 
tory  from  them.  How  does  it  happen?  I don  t know. 

STELLAR:  I think  you're  absolutely  right.  That  as  much  as  I 

like  psychiatrists,  they  often  do  ignore  what  we  call  the  organic 
side  of  the  disease  because  of  their  great  emphasis  on  the  emoti 
al  and  other  important  aspects  of  the  personality.  I think  many 
have  almost  forgotten  that  they  are  physicians.  And  one  of  the 
fields,  at  least  in  my  experience,  in  which  they  seem  to  e 
knowledgeable  is  the  one  of  movement  disorders,  of  which  this  is  a 
part.  And  they  tend,  always,  to  ascribe  the  cause  of  that  to  so 
Lotional  disorder  until  it  becomes  full  blown.  So  many  of  these 
cases  who  begin  with  small  movements  that  are  recognizable  to  a 
trained  eye  are  overlooked  by  psychiatrists.  But  I don  t think 
psychiatrists  should  take  the  blame  for  all  of  this  because  it  is 
generally  true  that  in  the  medical  profession  at  large.  Hunting 
ton's  disease,  partly  because  it  is  not  as  numerous  as  diabetes 
and  hypertension  and  so  on,  it  has  been  neglected  and  not  enoug 

is  known  about  it. 
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STELLAR:  Well,  thank  you  again.  We'll  go  on  to  Charles... 

Certainly.  Go  ahead. 


WEXLER:  Is  it  your  feeling  that  most  of  the  patients  are 

patients  more  frequently  referred  to  neurology  through  psychia- 
try or  through  general  practitioners? 


KOKMEN:  Most  of  my  patients  come  from  general  practitioners 

and  now  they  are  coming  from  CCHD  and  other  patients. 

WEXLER:  Of  the  patients  that  come  from  psychiatrists;  how 

many  of  them  are  misdiagnosed? 


KOKMEN:  I have  had  that  happen  occasionally  as  well  but 

how  ^ psychiatric  problem  will  some- 

how resolve  Itself  eventually.  But  the  misdiagnosis  problem 

problem.  A number  of  patients  which  have  been 
ritten  about  in  neurology  journals  as  well,  have  been  misdlag- 


WEXLER.  Last  question.  Is  the  neurology  unit  here  familiar 
or  do  you  interact  with  the  chronic  diseases^Lit  an^Dr.  IzeL^n' 


trative”un^'  ® primarily  an  adminis- 

sibiiltv  fo^v  1 research.  We  do  have  respon- 

y or  kidney  disease  at  this  point.  We  recently  received 

extLrof  ’^yPs'^tension  programs.  That's  tL 

extent  of  the  program  in  chronic  disease  at  this  point  other 

centranzed  programs.  But  they 're 'not 


tion  Kokmen  is  asking  for  sor 

iQ  -h  this  point  in  time  the  chrond 

IS  not  such  an  ombudsman  I gather. 


identif ica- 
diseases  unit 


IZENSON: 
with  our  staff 


We  can ' t possibly  be  involved 
and  our  program. 


in  that  way. 


Not 
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STELLAR:  We  still  have  quite  a few  speakers  to  go,  so  let's 
go  on  to  Charles  Timms.  And  I'll  ask  again--all  the  speakers— 
not  only  to  speak  up,  but  to  be  brief;  stay  within  the  time  limit. 
Charles  Timms,  Legal  Aid  Clinic,  Washtenaw  County. 

TESTIMONY  OF 
CHARLES  TIMMS 
LEGAL  AID  CLINIC 
WASHTENAW  COUNTY 

TIMMS:  Thank  you.  First,  I'd  like  to  clear  something  up 

for  the  record  so  I don't  get  into  trouble.  I'm  a third  year  law 
student  at  the  University  of  Michigan  Law  School  and  last  winter 
I participated  in  the  Clinical  Law  Program,  sponsored  by  that 
school.  It's  a separate  organization  from  the  Washtenaw  County 
Legal  Aid  Society.  The  statement  that  I read  to  you  now  is  on 
behalf  of  the  Clinical  Law  Program. 

For  the  past  several  years,  the  Michigan  Clinical  Law  Pro- 
gram  has  provided  legal  representation  to  a_young  woman  who  has 
a mental  and  physical  condition  that  has  been  diagnosed  as 
Huntington's  disease. 

In  our  capacities  as  either  attorney  advisors  or  student 
attorneys,  we  have  all  been  involved  with  this  client  and  we  would 
like  to  convey  to  you  some  of  our  impressions  of  the  extent  to 
which  her  condition  has  impaired  her  ability  to  assert  her  in- 
terests, and  our  hope  that  Federal  assistance  would  be  forthcoming 
to  help  her  and  others  in  her  position.  This  clients  condition 
has  impaired  her  ability  to  assert  her  own  interests  in  three 
major  ways: 

1.  It  has  caused  her  legal  problems  to  multiply,  insofar  as 
it  has  affected  her  ability  to  make  decisions  that  society  re- 
quires of  competent  adults.  What  began  as  a child  neglect  pro- 
ceeding evolved  into  a case  that  encompassed  issues  of  divorce, 
child  custody,  eviction,  and  the  termination  of  her  parental 
rights  with  respect  to  her  two  children. 

2.  It  has  made  her  an  extremely  difficult  client  to  rep- 
resent because  this  has  made  her  extremely  difficult  to  communi- 
cate with.  We  often  have  had  only  the  vaguest  notion  of  how  she 
perceived  her  own  interests . 
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3.  It  has  caused  her  to  become  dependent  on  a number  of 
social  service  agencies  for  assistance^  none  of  which  seems  to 
have  had  the  capacity  to  deal  with  her  situation  in  a compre- 
hensive way.  As  a result,  she  has  been  subjected  to  frequent 
scrutiny  by  persons  who  did  not  understand  the  scope  and  magni- 
tude of  her  problems. 

We're  quite  confident  that  the  person  we  have  spoken  of  here, 
and  others  in  her  position  would  benefit  greatly  from  Government 
action  that  would  contribute  to  an  understanding  of  Huntington ' s 
disease,  or  to  its  control  or  amelioration,  or  simply  to  enhance 
stability  to  deal  with  its  impacts. 

We  therefore  applaud  your  efforts  and  wish  you  luck.  The 
statement  is  signed  by  William  T.  Kerr,  Associate  Professor; 

David  Fisher,  Chuck  Timms  and  Alex  Matuk,  all  student  attorneys. 


STELLAR:  Thank  you  very  much.  Does  anyone  have  any 

questions  at  this  time? 

SCHACHT:  Did  Michigan  have  any  type  of  a legal  advocacy 

group  other  than  the  Legal  Aid  Society? 

TIMMS:  The  State  of  Michigan?  There  are  various  organiza- 

tions that  provide  representation  to  those  who  cannot  afford  to 
pay. 


SCHACHT:  I'm  talking  here  about  primarily  developmentally 

disabled  people  of  only  chronic  disabling  diseases. 

TIMMS:  I really  don't  know. 

STELLAR:  Thank  you  again.  We  turn  now  to  Linda  Cole,  Adult 

Services  Worker,  Department  of  Social  Services. 
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TESTIMONY  OF 
LINDA  COLE,  M.S.W. 

ADULT  SERVICES  WORKER 
WASHTENAW  COUNTY  DEPARTMENT 
OF  SOCIAL  SERVICES 


COLE:  As  an  Adult  Services  Worker  with  the  Department  of 

Social  Services,  I have  had  nearly  ten  years  of  experience  in  pro- 
viding Public  Welfare  and  Social  Services.  For  the  last  two  years 
I have  had  a client,  now  25,  who  is  an  apparent  victim  of  Huntington's 
disease.  Quite  by  chance,  ten  years  ago  I had  brief  contacts  with 
my  client's  mother  while  she  was  in  the  terminal  phase  of  Hunting- 
ton's disease  at  Ypsilanti  State  Hospital  (a  facility  for  the  men- 
tally ill) . One  of  my  many  problems  in  serving  my  client  has  been 
a lack  of  information  and  resources  on  Huntington's  disease.  This 
has  made  it  most  difficult  to  sort  out  which  problems  are  idiosyn- 
cratic to  my  client  versus  those  which  are  to  be  expected  of  a young 
woman  with  H.D. 


The  first,  and  critically  important,  issue  in  trying  to 
serve  this  young  woman  has  been  her  consistent  denial  that  there  is 
anything  wrong  with  her.  She  insists  that  "I  am  not  like  my  mother." 
We  can  understand  her  wish  to  deny  the  possibility  that  she  may  die 
like  her  mother;  nonetheless  this  unwillingness  to  face  her  illness 
has  led  to  a number  of  other  problems  for  her,  her  four  children, 
and  the  community. 

Several  years  ago  this  woman  had  two  children  whom  she 
put  up  for  adoption.  She  married  and  gave  birth  to  two  more  chil- 
dren, now  ages  5 and  6.  Her  husband  left  her  and  in  a one-year 
period  her  neglect  of  the  two  children  was  so  severe  that  they  were 
ultimately  taken  away  and  her  rights  terminated.  Prior  to  the  ter- 
mination of  rights,  a number  of  social  services  were  offered  in  an 
attempt  to  teach  her  how  to  better  parent  these  chi.ldren.  The  social 
services  didn't  "take."  I began  working  with  this  client  two  and 
one-half  years  ago,  after  her  children  had  been  placed  out. 

Since  her  children  were  removed,  this  client  has  insisted 
that  she  would  get  pregnant  again  to  replace  the  children  that  were 
taken.  She  persists  despite  efforts  to  counsel  her  towards  the 
inadvisability  of  this,  because  of  her  difficulties  in  being  an 
adequate  mother,  and  the  possibility  that  she  would  transmit  a 
disease.  Again  the  client  denies  both  problems. 
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There  has  been  a chronic  cycle  of  threatened  evictions 
and  utility  shut-offs.  This  young  woman  refuses  to  apply  any  of 
her  money  towards  necessary  costs.  She  makes  it  clear  that  she 
prefers  to  buy  clothes  and  records  with  her  limited  income 
(Supplemental  Security  Income) ; she  has  never  asked  our  agency  to 
prevent  eviction  or  to  get  utilities  turned  on.  Rather,  neighbors 
or  visitors  to  her  home  contact  us  asking,  "What  are  we  going  to  do 
about  her?" 


Her  housekeeping  is  deplorable,  her  home  is  filthy  and 
insect  ridden.  She  refuses  to  bathe  and  is  extremely  dirty.  Her 
apartment  is  not  safe  for  her  as  she  must  go  up  a narrow  steep 
stairway.  She  does  not  wish  to  move  and  has  consistently  refused 
to  consider  living  in  a supervised  (foster  care)  home  situation 
where  her  meals,  laundry,  cleaning,  and  personal  needs  would  be 
provided.  She  insists  on  remaining  independent  and  refuses  assist- 
ance with  housekeeping  or  other  supports;  she  states,  "I  can  do  it 
myself . " 


A number  of  services  have  been  offered  to  this  client  and 
rejected  including  counseling,  public  health  services,  homemaking 
services,  and  recreational  activities,  as  well  as  medical  and  legal 
consultation. 

Her  right  to  independence,  her  right  to  make  her  own 
decisions,  is  in  danger  and  has  been  for  quite  some  time  because  of 
enormous  community  pressure.  Despite  her  protestations  that  there 
is  nothing  wrong  with  her,  anyone  who  sees  her  becomes  immediately 
concerned  by  her  staggering  gait,  jerky  motions  of  the  extremities, 
bizarre  and  inappropriate  facial  expressions,  slurred  speech,  as 
well  as  her  personal  lack  of  hygiene.  Her  lack  of  planning  for 
the  future  in  terms  of  financial  management,  housekeeping,  etc., 
results  in  the  involvement  of  many  additional  people  (landlord, 
utility  companies,  etc.).  Police  agencies  are  now  involved  because 
of  chronic  complaints  of  loud  noise  in  the  middle  of  the  night. 

Our  agency  has  become  the  one  held  responsible  by  the  community  to 
do  something  about  this  young  woman.  Our  own  fears  for  her  safety 
and  well  being  add  to  the  burden  of  trying  to  sort  out  her  rights 
versus  her  needs  for  protection  and  care.  Michigan  now  has  a 
Protective  Services  Law  (P.A.  136)  which  clearly  applies  to  this 
woman  as  a "protective,"  however,  the  law  has  not  yet  been  opera- 
tionalized. 


In  addition  to  her  denial  of  illness,  her  problems  are 
complicated  by  the  fact  that  there  is  no  consistent,  caring  family 
to  look  after  her.  Aside  from  occasional  visits  their  interest  is 
minimal.  If  this  woman  accepted  those  services  that  are  offered 
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(in  addition  to  the  financial  assistance  she  receives)  she  would 
remain  independent  in  the  community  for  quite  some  time.  There  is 
a service  deficit  in  the  community  which  affects  not  only  her  but 
many  other  clients:  If  one  wishes  to  remain  in  one's  own  home,  it 

is  virtually  impossible  to  find  anyone  to  provide  sufficient  atten- 
tion to  make  this  possible  when  one  becomes  seriously  incapacitated 

Another  serious  deficit  is  the  almost  total  lack  of  infor 
mation  in  the  community  about  Huntington's  disease.  Lack  o'f  infor- 
mation leads  the  community  to  believe  that  this  young  woman  is 
either  in  control  of  her  faculties  and  uncaring  about  herself  or 
she  is  assumed  to  be  either  retarded  or  mentally  ill  and  in  need  of 
institutionalization.  In  either  case,  she  is  resented.  Community 
caring  and  support  as  well  as  agency  understanding  and  planning  can 
only  come  with  much  more  widespread  information  on  this  disease  and 
its  victims. 
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STELLAR:  Thank  you.  Miss  Cole,  do  you  have  any  specific 

succestions,  you  or  any  of  your  colleagues,  as  to  how  this  should 
be  managed?  h*hat  would  you  do  if  you  could  do  anything  you  wanted 
to  do?  For  her  benefit,  of  course. 

COLE:  For  her  benefit.  I would  first  of  all,  like  the  skills 

to  help  her  at  least  accept  enough  about  her  illness  that  she  would 
let  oeople  get  in  the  supports  that  would  keep  her  independent. 

STELLAR:  But  she  refuses.  It's  clear  that  she  is  not  able 

to  accept  it.  You're  faced  with  that  problem.  How  do  you  cope 
with  it? 

COLE:  Not  well. 


STELLAR:  But  I mean,  how  would  you  if  you  could  do  anything 

you  wanted? 

COLE:  If  we  could  do  anything  that  we  wanted. 

STELLAR:  If  you  had  a pet  that  was  sick,  you  wouldn't  ask 

him.  what  to  do . 

COLE:  Okay.  Then  we  would  hope  that  the  Protective  Ser- 

vices law  could  be  operationalized  in  such  a way  that  given  her 
wish  to  remain  independent,  she  could  be  told  that,  "If  you  wish 
to  rem.ain  independent  then  you  must  accept  housekeeping  services, 
you  must  accept  mtedical  attention." 

STELLAR:  But  presiimably,  she  won't?  She'll  lock  the 

door . 


COLt:  Right.  And  that  is  the  bind  we  have  been  in. 

SCHA.CHT:  So  you  don't  have  a solution.  I mean  even  the 

theoretical  "ideal"  solution  for  it,  I take  it. 

COLE:  To  the  extent  that  I,  you  know,  at  least  now  am 

working  with  her,  I present  her  with  the  alternative  of  either 
her  wishes  are  going  to  be  completely  ignored,  i.e.  she  wants  to 
live  independently,  or  she  gets  her  act  together  enough  that  the 
community  can  tolerate  her.  She  must  be  cleaner.  Her  home  must 
not  threaten  her  neighbors  by  the  bugs. 
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SCHACHT:  But  we  all  know  of  individuals  who  can  never  make 

such  a decision  or  carry  it  out  if  they  have.  And  the  real  ques- 
tion I'm  asking  is,  do  you  or  the  people  in  your  agency  think 
that,  therefore,  this  should  be  done  against  her  will?  That  is, 
that  her  place  should  be  cleaned,  or  she  should  be  placed  some- 
where where  she  could  receive  the  care  whether  she  wants  to  or 
not?  We  do  have  sick  people  who  come  under  that  category.  Is 
she  one  of  them? 

COLE:  She  will  be.  At  this  point  we're  trying  to  nego- 

tiate between  her  rejection  of  those  services  which  I think  are 
necessary  for  her,  versus  completely  taking  all  of  her  rights 
away.  And  that's  a middle  ground,  and  it's  negotiation. 

SCHACHT:  Well  the  law  does  provide  for  protection  of  society 
against  actions,  or  neglective  actions  by  individuals  which  may 
result  in  spread  of  epidemics  and  so  on,  and  for  those  who  are 
dangerous  to  themselves  and  to  others  regardless  of  the  cause. 

COLE:  She  does  not  fall  under  that  law.  We  tried  to  see 

if  we  could  get  her  more  adequate  protection. 

VOICE:  She  now  has  four  children  that  have  either  been 

adopted  or  are  in  foster  care.  Do  those  adoptive  foster  care 
parents  know  that  these  children  are  at  risk  for  Huntington  s? 

COLE:  I'm  sure  that  the  foster  parents  do.  I'm  not  aware 

of  the  history  of... I'm  not  involved  in  the  child  welfare  aspects, 
and  I don't  know  about  those  children  who  were  adopted. 

VOICE:  Is  there  any  way  that... 

COLE:  I would  think  that  we  have  an  obligation  to  trace  that 

down  and  find  out,  yes. 

VOICE:  I was  going  to  ask  you  if  you  felt  there  was  an  obliga- 

tion . 


COLE:  Yes.  I certainly  do. 

STELLAR:  Thank  you  very  much,  all  of  you.  We  appreciate 

your  coming.  Now  our  last  group.  Will  the  following  individuals 
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lease  core  forward:  Vera  Roose,  Ra\^..ona  W.  Blanchard, 

onstance  Philirios.  DIck  Branaghan,  Mrs.  rlla  LucwjLg. 

~B S TIMOR Y or 
VERA  ROOSr 
MEMBER 

RATIOR'AL  HURTINGTOR'S  DISEASE  AlSSOCIATIOR 

ROOSE:  I'r  Vera  Roose,  a merJoer  of  the  Rational  Huntington's 

Disease  Association,  Grearer  Lansing  -Area  Chapter. 

of  the  notes  that  I have  made  in  order  to  speak  today 
well  covered,  and  so  I've  tried  to  think  of  a few 

-i-  - I ^ 

U iS  • 

EarjLly  counseling  has  covered  a great  area,  but  I think  we 
have  lefu  out  an  area  where  the  patients  therselves  need  counseling 
of  the  disease.  The  tire  is  going  to  core  when  they're  going  to 
have  uc  be  corritted  to  a hospital  of  sore  kind,  whether  it  be 
renual  hospital--whatever  is  necessary  for  their  care.  Most 
Hunuington's  disease  patients  deny  this.  Rone  of  ther  feel  that 
they  are  that  far  gone.  It's  awfully  hard  for  ther  to  accept  the 
facu  that  they  are  not  able  to  rake  their  own  decisions.  I also 
feel  that  uhere  should  be  a radical  control  for  placerent  of 


You  find — like  a spouse,  that  has  Huntington's  disease — the 
rcther,  or  the  wife  and  the  children  rust  take  this  person  into 
court  and  have  ther  declared  rentally  incorpetent  and  this  is  not 
fuir.  If  you  want  to  go  into  the  hospital  and  have  a hysterec- 
tory  and  you  can  prove  uhat  there  is  a hereditary  disease,  a panel 
of  doctors  can  exar.ine  you  and,  regardless  of  your  age,  they  can 
perforur.  this  s'urgeir^.  This  should  be  the  sare  way  for  a 
H'cntington ’ s disease  patient.  If  they  are  far  enough  so  they  are 
cot  accountable  for  their  decisions,  they  can  no  longer  care  for 
t-cerselves,  it  should  not  be  rads  necessary*  for  the  spouse,  the 
cc.u_o.ren,  to  rake  the  decision  that  it  is  now  time  to  put  ther 
away.  Our  reoical  staff  should  be  *well  educated  to  the  point  they 
can  rake  uhis  decision  and  make  it  much  easier  emotionally,  fin- 
cncually,  for  the  affected  people — which  also  covers  the  education- 
al ooruicn. 
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I think,  also,  housing  protection  for  Huntington's  disease 
families.  In  today's  society  it's  terribly  hard  for  a family, 
very  low  income,  generally,  when  there  is  H.D.  in  the  family,  to 
find  adequate  housing.  People  that  own  homes,  that  rent  them  out, 
do  not  want  to  rent  them  out  to  people  that  they  feel  are  not 
going  to  care  for  that  home.  This  is  understandable.  But  these 
people  must  live  somewhere.  They  must  have  adequate  shelter  for 
their  families.  I think  this  is  also  a phase  that  should  be  in- 
vestigated. I speak  from  experience.  I know  this  can  happen. 

Activities  rehabilitation;  and  this  is  after  the  onset,  prior 
to  hospitalization.  Many  patients  with  Huntington's  disease  are 
very  alert.  Now  they  may  not  be  able  to  speak  coherently  as  far 
as  we  can  understand  what  they're  trying  to  say,  but  you  put  them, 
if  they're  used  to  playing  cards,  in  a card  game  and  they'll  win, 
so  help  them.  They're  very  alert.  And 

they  can  add  up  those  scores  and  so  on,  just  like  that.  So,  ac- 
tually, the  mind  that  leaves  all  of  this  intact ...  they ' re  not  so 
far  gone  but  what  they  can't  think.  They  just  can't  convey  what 
they  think.  They  need  counseling  and  rehabilitation  in  this  way. 

I think,  also,  there  should  be  a control  on  the  hardship  on 
the  financial  end  for  H.D.  families.  In  the  State  of  Michigan — 
the  Social  Service  Laws — if  you  are  working,  your  contribution  to 
the  support  of  the  H.D.  patient  is  based  on  your  expenses  and  your 
income.  You  get  a ten  dollar  raise,  immediately  you  have  to  pay 
ten  dollars  more.  You  don't  receive  ten  dollars  more.  You  may 
realize  $1.25  of  that  ten  dollars  take  home,  but  that  is  irrelevant. 
Your  cost  goes  up  ten  dollars.  This  is  not  fair.  This  takes  the 
bread  out  of  the  home  of  the  family.  And  for  some  reason  this  has 
been  overlooked  in  the  way  that  they  are  setting  up  the  budget  for 
the  care  of  these  people. 

And  then,  too,  we  had  a couple  people  here  today  that  said 
that  they  were  unaware  of  places  to  contact  in  order  to  learn  more 
about  Huntington's  disease.  This  is  a great  pity.  There  are  many 
doctors  that  do  not  have  information  available.  Now  CCHD,  NHDA — 
we  have  facilities,  we  have  brochures,  and  so  on.  We  have  people 
that  have  lived  with  Huntington's  all  their  lives.  It  could  pos- 
sibly help  these  people  with  enough  information  so  that  they  could 
go  to  a doctor,  talk  it  out  with  a doctor  and  come  up  with  some- 
thing very  conclusive. 
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Right  now,  we  are  a new  chapter  in  the  greater  Lansing 
area.  We  do  not  have  the  money,  as  yet,  to  have  our  chapter 
phone  put  in . To  have  a phone  put  in  so  that  people  can  look 
in  the  Yellow  Pages  and  say,  "Here's  what  I need."  And  I think 
this  is  quite  important . If  people  like  us  are  willing  to  go 
out  and  work  and  use  every  available  minute  that  we  can  pos- 
sibly spare  from  everything  else  and  try  to  raise  money  so  that 
the  Federal  Government,  the  county,  the  state,  does  not  have  to 
shoulder  some  of  these  burdens,  then  in  some  way  we  should  be 
compensated  to  the  point  that  we  can  get  a phone  some  way,  to  the 
public,  that  we  are  there.  We  are  willing  to  help  if  we  can. 

But  we  have  no  way  of  knowing  because  they  cannot  reach  us . I 
have  put  up  bulletins — I work  for  the  state — I make  little  bul- 
letins and  I put  them  on  the  bulletin  boards  all  through  the 
building.  Everybody  I talk  to — I tell  them  about  our  association 
and  do  everything — we  have  little  newspapers  that  come  out  once  a 
week  in  the  area;  we  put  little  ads  in  those — we  do  everything  we 
can  to  enlighten  the  people  that  we  are  there  and  we  are  available 
if  they  need  us.  Very  few  people  call  because  they  missed  us  for 
some  reason.  I have  quite  a few  people  come  to  me  through  friends, 
through  state  employees  that  have  gotten  the  word  out  that  we  are 
there.  But  otherwise,  they  don't  even  know  we  exist.  And  this  is 
a pity,  because  actually,  if  we  can  help,  we  are  also  helping  the 
medical  profession  because  we  are  getting  these  people  prepared 
for  the  life  that  they  will  have  to  live  if  they  are  the  Hunting- 
ton's disease  person. 

STELLAR:  Thank  you  very  much.  Any  other  comments  here?  I 

understand  we  have  another  speaker,  Gerald  Marsden,  Clinical 
Psychologist,  University  of  Michigan,  waiting  here.  If  he's  here, 
he  can  take  the  fifth  chair. 

Our  next  speaker  is  Raymond  W.  Blanchard. 

TESTIMONY  OF 
RAYMOND  W.  BLANCHARD 
MEMBER 

MICHIGAN  CHAPTER 
HUNTINGTON'S  DISEASE  ASSOCIATION 
MADISON  HEIGHTS,  MICHIGAN 

BLANCHARD:  Talking  to  you  about  HD  is  like  telling  the  story 

of  our  lives. 

First  of  all  I'd  like  to  say  I'm  with  the  Michigan  Chapter; 
we're  located  in  Madison  Heights. 
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I want  to  say,  talking  to  you  about  HD  is  like  telling  you 
the  story  of  our  lives  for  the  past  38  years.  My  wife,  who  has 
always  been  very  active  and  is  a graduate  nurse,  started  with 
HD  shortly  after  she  was  50  years  old  and  has  had  it  now  for 
11  years.  At  this  time  she  is  a complete  invalid  requiring  24- 
hour-a-day  care.  Before  I talk  any  further  about  her  condition, 

I would  like  to  give  you  some  history  of  her  family. 

I've  known  my  wife  since  she  was  11  years  old,  so  I can  go 

way  back  to  the  days  of  her  grandmother.  We  would  go  into  her 
house  and  see  her  grandmother  sitting  there  shuffling  her  feet 
and  moving  around  in  her  chair.  No  one  seemed  to  know  what  was 

the  matter  with  her,  but  the  kids  and  all  of  us  seemed  to  shy 

away  from  her,  only  to  find  out  that  they  called  it  St.  Vitus 
Dance  at  that  particular  time.  She  lived  to  be  in  her  late  70's. 
She  had  exceptionally  good  care.  However,  her  husband  passed 
away  prior  to  that  time.  She  was  living  with  her  daughter  and 
son-in-law. 

Then  my  wife's  mother,  in  her  early  50 's,  had  a very  similar 
problem  and  they  called  this  "hardening  of  the  arteries."  She 
finally  ended  up  in  a nursing  home,  and  she  lived  into  her  early 
70' s.  Her  husband  held  an  executive  position  with  an  automotive 
company  in  Detroit.  He  tried  to  care  for  her  at  home,  along  with 
what  nursing  care  he  could  get  at  that  time.  And  over  the  years 
that  she  was  affected,  he  lost  his  health  completely,  ending  up 
having  his  leg  amputated.  Their  medical  expenses  were  so  great. 
They  took  all  the  money  he  had,  including  his  home.  The  man  ended 
up  with  absolutely  nothing. 

There  are  four  children  in  my  wife's  family,  three  girls  and 
one  boy.  The  boy,  who  is  now  over  65  years  old,  does  not  have 
this  condition,  nor  is  he  apt  to  get  it  at  this  late  age;  however, 
from  what  Dr.  Kokmen  said,  possibly  there  is  a chance  that  you  can 
get  it  at  a later  age.  The  oldest  sister  passed  away  a little  over 
a year  ago  with  HD,  having  it  for  about  ten  years.  She  ended  up 
as  a complete  invalid.  She  was  admitted  to  the  Traverse  City 
Home  up  there  twice.  We  had  to  go  through  the  Probate  Court  and 
everything  else,  and  they  would  not  keep  her  there  because  they 
found  out  she  had  HD.  Her  husband  was  with  the  Detroit  Edison 
Company.  He  did  the  best  he  could  to  take  care  of  her,  but  he  was 
soon  out  of  funds;  came  down  with  a heart  attack  and  passed  away, 
and  she  ended  up  in  a nursing  home  and  the  State  was  completely 
taking  care  of  all  of  her  needs.  She  was  there  for  quite  some 
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time,  and  I'm  sure  the  State  spent  a considerable  amount  of 
money  taking  care  of  her. 

The  other  sister,  who  is  two  years  older  than  my  wife  also 
has  the  condition  but  is  still  able  to  get  around.  Her  hus- 
band took  an  early  retirement  about  five  years  ago  to  care  for 
his  wife,  figuring  they  could  live  on  his  income  for  the  rest  of 
their  life.  But  I understand  now  that  she  is  getting  worse  and 
rapidly  their  money  is  being  used  up  and  there's  a very  likeli- 
hood they  may  have  to  go  to  state  aid. 

In  our  own  situation,  I have  a small  business — it's  a family 
business — and  I have  been  very  fortunate  in  being  able  to  have 
nurses  aides  to  assist  us  at  home,  as  we  have  tried  nursing  homes 
and  it  didn't  work  out.  We  have  one  nurse  now  who  works  12  hours 
a day.  I take  care  of  my  wife  evenings  and  weekends.  And,  of 
course,  this  means  I am  required  to  be  at  home  a great  deal  and 
this  is  having  some  effect  on  our  business  and  our  income. 

We  realize  it's  too  late  to  help  my  wife  and  I,  but  our 
prayers  and  hopes  are  that  such  research  will  find  some  way  in 
detecting  the  future  for  those  who  are  at  risk  with  Huntington's. 

In  our  family,  we  have  a daughter  who  is  a Speech  Therapist. 
She's  married  and  they  are  living  in  Alaska.  They  have  adopted 
two  Eskimo  children.  The  boy  now  is  seven,  the  girl  is  about 
five.  Since  that  time,  though,  they've  had  one  of  their  own. 

Our  son  is  married,  but  up  to  this  time  they  have  no  children  in 
lieu  of  the  HD  risk.  My  wife's  family  includes  15  children  and 
grandchildren  who  are  all  at  risk. 

Our  next  great  wish  would  be  that  some  new  form  of  medication 
could  be  found  that  would  help  people  now  afflicted  with  this 
disease,  because  it  seems  as  though  there's  nothing  different  than 
what  we  had  eleven  years  ago  when  she  started.  That's  nothing 
more  than  a tranquilizer.  Prior  to  this  time  they  have  treated 
my  wife  for  Parkinson's  disease,  for  hardening  of  the  arteries. 

All  of  this  resulting  in  what  we  called  a bad  mental  situation.  I 
was  called  into  the  hospital  and  they  said  she  would  not  live  the 
week  out.  And  again,  this  was  due  to  the  fact  that  we  were  giving 
her  the  wrong  medications.  In  the  early  stages  of  my  wife's 
condition  she  was  unaware  of  what  was  happening,  but  she  knew  there 
was  something  wrong.  So  she  tried  committing  suicide  three 
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different  times.  And  this  is  rather  embarrassing  too,  because  you 
go  through  a routine  with  the  local  authorities  to  make  sure 
that  there's  no  foul  play.  I feel  if  there  could  be  some  hotline, 
or  someone  we  could  contact  at  the  most  crucial  hours,  which  seem 
to  be  at  night  when  all  medication  fails,  to  help,  and  if  the 
problem  becomes  uncontrollable,  someone  with  knowledge  of  HD  who 
could  possibly  tell  us  what  to  do,  or  at  least  talk  to  us.  It 
would  help.  We  have  had  so  many  nights  like  this  where  there's 
been,  mostly  for  my  wife,  due  to  her  movements,  and  no  sleep  for 
myself.  And  these  movements  get  so  bad,  even  with  a hospital 
bed--they  kick  the  sides  of  the  bed — I practically  have  to  hold 
her  down.  We  can't  restrain  her  with  a strap  because  we've  had 
that  problem  of  it  getting  around  her  neck.  We  can't  elevate 
the  bed  because  her  head  gets  caught  between  the  rails. 

Dr.  Nancy  Wexler,  when  here  in  Michigan,  was  always  very 
helpful  and  encouraging.  At  the  present  time  our  family  physician 
IS  doing  all  he  can,  but  there  are  so  many  things  he  doesn't  know 
about  HD.  Dr.  Emre  Kokmen,  of  the  University  of  Michigan,  has  al- 
ways been  most  willing  to  help,  and  all  of  us  with  HD  are  very 
grateful  for  his  cooperation  and  think  a great  deal  of  him. 

This  disease,  as  you  can  see,  not  only  has  a great  effect  on 
those  afflicted,  but  also  on  the  families  of  those  affected.  Those 
people  with  HD  are  warm,  loving  human  beings  and  truly  understand 
their  needs.  But  you  must  see  a patient  with  this  disease  before 
you  can  truly  understand  what  is  going  on. 

We  ask  that  additional  research  be  made.  And  up  to  this  time 
we  say,  all  we  have  to  go  on  is  our  faith--and  I must  say,  at  times 
it  gets  pretty  thin — but  I trust  we  don't  lose  that. 

I'm  going  to  sum  this  up  just  in  three  things  that  I would  like 
to  see  the  Commission  do--and  I've  already  gone  through  this  in 
my  letter,  but  I'd  like  to  repeat  it  again.  Items  which  we  desire 
that  the  Commission  may  consider: 

1.  Enable  early  detection  on  those  who  are  at  risk  with  HD. 

2.  Medication  that  would  help  patients  to  control  the  mus- 
cular movements  and  mental  condition  without  causing  considerable 
side  effects. 

3.  A hotline,  where  someone  with  HD  medical  knowledge  could 

be  contacted  during  critical  hours:  Night  or  day,  when  all 
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situations  seem  to  be  uncontrollable,  and  we  desperately  need  help, 
which  frequently  happens  in  the  advanced  stages  of  HD. 

I've  also  got  to  say  the  words  of  President  Ford  were  most 
encouraging.  The  other  night  when  I was  looking  at  television,- 
President  Ford  was  talking  in  one  of  his  campaign  speeches,  and 
I quote,  "Nobody  should  go  broke  just  to  get  well." 

Thank  you  for  allowing  me  to  be  heard. 

STELLAR:  Thank  you.  I think  you've  covered  the  subject 

very  adequately.  Anything  from  the  Commission?  Very  good. 

The  next  speaker  is  Constance  Philipps,  Research  Assistant, 
Michigan  State  University. 
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TESTIMONY  OF 
CONSTANCE  PHILIPPS 
GRADUATE  STUDENT 
MICHIGAN  STATE  UNIVERSITY 


PHILIPPS:  I am  a graduate  student  at  Michigan  State 

University,  in  an  Interdepartmental  Program  in  the  Biological 
Sciences.  I am  studying  mechanisms  of  mutagenesis  and  DNA  repair 
in  mammalian  systems. 

My  father,  who  lives  in  Chicago,  is  at  risk  for  Huntington's 

disease . 


I do  not  remember  when  I first  learned  about  Huntington's 
disease;  I think  I was  about  seventeen.  My  father,  a naturalized 
citizen  of  Greek  descent,  told  me  of  the  horrible  nightmare  that 
still  plagues  him.  His  mother  died  when  he  was  about  sixteen  in 
Greece.  She  had  had  the  symptoms  for  ten  years.  My  father  did  not 
learn  until  much  later,  after  marriage  and  four  children,  what  this 
fatal  illness  was  and  how  it  is  transmitted.  This  is  a great  problem, 
and  it  must  be  resolved  immediately.  People  must  understand  that 
the  disease  is  not  shameful,  and  they  must  be  counseled  about  the 
great  risk  of  having  children. 

Although  my  father,  now  50  years  old,  still  does  not  have 
the  symptoms  of  H.D.,  he  has  to  live  with  more  tragedies  than  just 
his  mother's  death.  His  sister  in  Greece,  died  from  H.D.,  about 
five  years  ago  at  the  age  of  forty,  leaving  behind  two  young  daugh- 
ters at  risk.  A maternal  aunt  of  his  developed  the  symptoms  after 
a late  marriage,  at  the  age  of  fifty.  But  the  most  pathetic  tragedy 
has  been  his  youngest  brother,  Chris.  Chris,  40  years  old,  is  also 
a naturalized  American  citizen  and  an  American  war  veteran.  He  has 
H.D.  but  was  initially  diagnosed  as  schizophrenic.  He  spent  time 
in  the  Elgin  State  Mental  Hospital  in  Illinois;  probably  confused 
and  tormented  wondering  about  his  sanity  due  to  this  misdiagnosis. 

He  is  presently  vegetating  in  a private  clinic  in  Greece,  supportei 
by  a VA  monthly  check  and  added  financial  assistance  from  my  father. 

Here  one  encounters  in  my  family  history  some  of  the  most 
common  personal  problems  families  with  H.D.  victims  encounter: 

(1)  Lack  of  genetic  knowledge  of  the  disease  and  therefore  high 
transmission  of  the  disease  on  to  their  progency;  (2)  Medical 
misdiagnosis;  (3)  Financial  hardship  in  self-support,  while  wait- 
ing to  die;  (4)  Lack  of  available  treatment  to  alleviate  the  disease 
symptoms,  especially  the  tremoring;  (5)  Lack  of  sufficient  basic 
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physiological  knowledge  of  the  systems  (nervous  and  muscular)  that 
the  disease  affects,  so  that  reasonable  treatments  can  be  attempted. 

I recommend,  on  the  basis  of  my  background  in  science,  and 
from  my  personal  experiences,  that  funding  be  provided  for  the  fol- 
lowing : 


1.  Financial  aid  to  H.D.  victims  who  cannot  work  for 

basic  life  needs:  food,  rent,  medical  treatment;  genetic  counsel- 

ing and  rehabilitation  to  families  and  for  social  counseling  in 
order  to  cope. 

2.  Establishment  of  agencies  that  store  genetic  informa- 
tion— pedigrees — of  afflicted  families  for  the  purpose  of  future 
diagnosis  of  the  disease  via  blood  markers. 

3.  Advertisement  and  public  educational  programs  that 
are  far  reaching  to  teach  and  publicize  the  disease  symptoms  and 
their  genetic  nature. 

4.  Basic  research,  studying  nervous  and  muscular  systems — 
neurochemistry,  immune logy- -that  eventually  may  provide  sufficient 
knowledge  for  treatment.  Also  studies  concerned  with  genetic 
engineering  for  potential  "gene  transplants." 

5.  Applied  research  with  victims  that  agree  to  empirical 
testing  of  drugs  on  them  and  other  types  of  studies  to  understand 
the  etiology  of  the  disease. 

Thank  you  for  listening  to  my  story.  If  any  other 
information  is  needed,  I will  be  glad  to  provide  it. 

Good  Luck  I 
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STELLAR:  Thank  you  very  much.  You've  given  us  big  pro- 

grams to  work  on.  One  word  can  mean  a great  deal  to  each  of 
these,  such  as  chemistry,  immunology.  They're  big  programs, 
but  they're  all  important.  Any  other  comments? 

WEXLER:  Have  you,  or  anyone  in  your  family  ever  had  counsel- 

ing to  deal  with  it? 

PHILIPPS:  My  father  attempted  to  undergo  counseling  in 

Chicago  at  Michael  Reese  Hospital,  but  he's  in  business.  He 
works  seven  days  a week,  twelve  hours  a day.  And  so  he  had  set 
up  an  appointment  and  I think  he  cancelled  it.  It  was  with 
Dr.  iKlawansan] . Didn't  get  any  counselling,  really. 

Also,  there  was  difficulty- -he  wants  very  badly  to  help  his 
family  members  that  have  the  disease  undergo  research — have  them 
involved  in  clinical  research,  and  he's  been  having  problems 
getting  that  going. 

STELLAR:  Our  next  speaker  is  Dick  Branaghan,  Executive  Vice 

President  of  The  National  Huntington's  Disease  Association. 

TESTIMONY  OF 
RICHARD  L.  BRANAGHAN 

LAKEWOOD,  OHIO 


BRANAGHAN:  The  National  Huntington's  Disease  Association 

was  incorporated  on  April  16,  1976,  as  a national  organization 
dedicated  to  the  fight  against  Huntington's  disease. 

Before  I go  any  further  I would  like  to  take  this  oppor- 
tunity to  thank  and  congratulate  the  Commission  and  the  staff  for  the 
undertaking  of  this  open  testimony  not  only  here,  but  all  through- 
out the  country.  And,  we  would  like  to  offer  our  services  of 
NHDA  and  its  members.  A call  will  get  you  plenty  of  help. 

Some  of  the  purposes  of  NHDA  are  ro  support,  stimulate, 
encourage  and  further  research  in  Huntington's  disease  and  other 
related  neurological  and  genetic  diseases  ; and  to  support  finan- 
cially the  furtherance  of  educational  programs  for  the  public  on 
Huntington's  disease  and  other  related  diseases — for  professional 
persons  interested  in  the  field  of  care,  treatment,  rehabilitation 
and  research  regarding  Huntington's  disease  and  other  neurological 
and  genetic  diseases. 
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I'm  trying  to  bring  out  here  in  the  very  beginning,  that 
we  feel  very  strongly  that  for  the  Commission  to  center  on  HD 
and  not  include  other  diseases  that  are  so  closely  related,  would 
not  be  fair.  I think  that  the  Commission  can  use  the  amount  of 
knowledge  that  they  gather  from  these  open  hearings  to  have  it 
so  that  it  can  be  dove  tailed  into  several  of  these  other  chronic 
illnesses.  I'd  hate  to  go  and  see  another  Commission  have  to  be 
set  up  next  year  for  something  else. 

Some  of  our  concerns  are  with  the  needs  of  HD  families,  and 
we  have  given  much  thought  as  to  how  they  can  best  be  served  at 
present.  Though  we  feel  that  the  work  that  has  been  done  and  is 
being  done  in  basic  research  into  all  neurological  disorders  at 
the  National  Institute  of  Neurological  and  Communicative  Disorders 
and  Stroke  has  great  value,  we  believe  that  there  are  other,  just 
as  urgent  needs  of  the  HD  population  that  are  not  being  met. 

We  believe  we  need  diagnostic  and  evaluation  centers  set  up 
for  Huntington's  disease  patients,  spaced  strategically  across 
the  country,  using  existing  facilities  of  teaching  hospitals, 
such  as  the  University  of  Michigan  at  Ann  Arbor,  where  thera- 
peutic regimens  inaugurated  in  Bethesda  and  given  limited  FDA 
approval  can  be  further  evaluated  on  local  HD  patients. 

We  further  believe  that  the  time  is  ripe  for  an  HD  research 
center  to  be  established,  where  a five-year  plan  can  be  insti- 
tuted for  an  all-out  fight  to  develop  a control  for  this  disease. 
Our  medical  advisor.  Dr.  Stanley  [Appell],  will  be  sending  you  in 
some  information  on  this  proposal. 

Care  facilities  are  in  great  need  of  improvement;  we  see  a 
need  for  a complete  educational  program  to  be  instituted  in  the 
VA  and  state  hospitals  so  that  HD  patients  will  be  placed  in 
proper  facilities.  In  other  words,  in  neurological  and  not 
psychiatric  wings. 

Chronic  disease  nursing  homes  need  to  be  enlightened  as  to 
the  characteristics  of  Huntington's  disease,  and  perhaps,  sub- 
sidized so  that  these  nursing  homes  will  accept  HD  patients. 
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We  must  establish  HD  as  a catastrophic  illness  and  support 
a good  catastrophic  illness  bill,  and  furnish  the  funds  for  the 
lor.(j-term  care  for  HD  patients.  We  cannot  allow  the  patient's 
family  to  be  burdened  with  bills,  sometimes  totalling  $75,000 
to  $80,000  as  my  documentation  will  show. 

I think  we  need  good  family  counseling  services,  which  must 
not  only  be  available  for  the  HD  family,  but  all  professionals 
treating  the  HD  family  must  know  of  its  existence  and  the  method 
to  contact  this  service. 

I think  a directory  must  be  set  up  and  readily  available  to 
all  concerned,  advising  which  state  or  V.A.  Hospitals  treat  HD 
patients,  where  financial  help  can  be  received,  as  well  as  the 
availability  of  home  makers,  legal  counsel,  and  marriage  counsel- 
ors. I think  these  directories  must  be  made  available  to  all  HD 
families  without  the  families  having  to  belong  to  any  national 
or  local  organization. 

Most  of  the  National  and  Chapter  officers  of  the  National 
Huntington's  Disease  Associations  are  veterans  of  the  fight 
against  Huntington's  disease.  It  is  their  sincere  belief  that 
the  Federal  Government  and  private  enterprise  must  both  share 
the  financial  burden  of  research.  It  is  also  their  sincere  belief 
that  only  by  arousing  the  interest  and  support  of  the  broad 
American  public  can  we  hope  to  raise  the  money  necessary  to  pro- 
vide financing  of  the  research  necessary  to  bring  about  a control. 

I'd  just  like  to  read  here,  an  attachment  that  I have  from 
the  office  of  a County  Adjuster;  and  it  says: 

"Dear  Mrs.  So  and  So: 

"In  reply  to  your  letter  dated  August  4,  1976  regarding  the 
above  captioned  matter,  please  be  advised  that  the  State  of 
blank  has  on  file  two  separate  liens,  dated  October  2,  1963  and 
June  27,  1970  respectively. 

"As  you  may  be  aware,  the  patient  had  been  admitted  to  the 
blank  Psychiatric  Hospital  on  numerous  occasions  commencing  in 
1957.  Total  charges  for  all  admissions  totaled  $79,365.90.  In- 
surance payments  covered  $867.20  and  payments  made  on  account 
totaled  $1,033.03  leaving  a current  balance  of  $77,465.67. 


2-181 


Ann  Arbor,  Michigan 


October  7,  1976 


"I  realize  that  this  is  a substantial  sum  but  in  view  of  the 
fact  that  the  patient's  widow  has  had  a son  in  another  State 
institution  for  many  years,  and  further,  that  she  made  sincere 
efforts  to  make  payments  on  her  husband's  account,  I would  not 
hesitate  to  recommend  a compromise  on  this  balance.  The  ultimate 
decision  on  these  matters,  however,  rests  with  the  Commissioner 
of  Institutions  & Agencies.  I would  suggest  you  contact  that 
office  with  an  offer. 

"Should  you  have  any  questions  or  if  I can  be  of  any  further 
assistance,  please  do  not  hesitate  to  contact  me. 

Very  truly  yours," 

It's  almost  a laughing  matter  if  it  wasn't  so  serious.  And 
I think  that  we  must  find  a way  that  we  can  help  these  patients 
before  all  the  damage  is  done. 

In  closing,  you  know,  after  hearing  of  so  many  of  these 
people  that  have  been  advised  to  have  a divorce  sort  of  adds 
another  line  to  the  religious  statement,  "The  family  that  prays 
together  stays  together,  and  goes  broke  together." 

Thank  you. 

STELLAR:  Thank  you  very  much.  Any  comments?  Well,  we're 

getting  to  the  last  speaker,  with  whom  I sympathize,  because  I 
say,  "We  always  save  the  best  for  last, " and  I can  prove  that  with 
a little  story  about  myself.  I was  the  last  speaker  some  years 
ago  at  the  Massachusetts  Medical  Society.  The  very... 

TESTIMONY  OF 
GERALD  MARSDEN,  PH.D. 

UNIVERSITY  OF  MICHIGAN 

MARSDEN:  ...Psychology  at  the  University  of  Michigan, 

speaking  on  behalf  of  the  training  program  I represent.  We're 
grateful  for  the  opportunity  to  speak  with  you  today  alongside 
many  concerned  citizens,  individual  scientists  and  professionals, 
and  various  professional  groups. 

Your  time  is  short  and  the  hour  is  late,  so  I'll  attempt  to 
set  forth  a concise,  and  hopefully,  not  cryptic  statement  of  sev- 
eral key  points. 
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First,  the  immediate  victims  of  Huntington's  disease  and  of 
many  progressive,  deteriorative  diseases  and,  indeed,  of  many 
chronic  diseases  as  well,  suffer  substantially  from  numerous 
psychologic  symptoms  and  impairments;  some  being  harsh,  direct 
manifestations  of  the  disease  process  itself,  but  many,  surely 
also,  the  product  of  the  multiple,  often  overwhelming  psychologi- 
cal stresses  of  having  such  a disease. 

Speaking  specifically  of  Huntington's  disease  in  this  regard, 
often  the  victim  must  somehow  contend  over  long  stretches  of  time, 
with  loss  of  control  over  body  parts  and  functions,  with  increas- 
ing problems  of  communication,  with  memory  loss,  and  other  decre- 
ments in  cognitive  acuity.  in  addition  to  those,  there  are  pro- 
found social  embarrassments,  with  involuntary  dependence,  with 
frequent  damage--if  not  devastation  to  economic,  social  and  familial 
roles  with  growth  stigmatization,  with  repeated  disruptions  of, 
and  ultimate  narrowing  of  modes  of  living,  with  hovering  anxieties 
of  dying  and  death  rarely  far  from  focal  awareness,  and  so  on. 

Secondly,  the  individual  tragedy  involved  is  multiplied  many 
times  over  by  the  often  profoundly  destructive  and  at  least  par- 
tially preventable  psychological  and  social  and  economic  stresses 
that  Huntington's  disease  and  many  related  diseases  place  upon  the 
family . 

We  trust  these  require  no  elaboration  here.  You  have  com- 
pelling testimony  from  individual  and  autobiographical  accounts 
from  clinical  case  reports  and  from  various  formal  investigations 
into  the  impact  on  family  members  of  numerous  chronic  or  progres- 
sive degenerative  diseases.  Each  demonstrates  vividly  the  all  too 
pervasive  destructiveness  of  such  diseases  upon  family  members. 

Third,  while  ultimately  we  must  hope  and  work  toward  the 
scientific  advances  necessary  to  the  cure,  amelioration  and  pre- 
vention of  such  disorders,  for  the  near-term  future,  clearly  we 
can,  should  and  must,  provide  to  the  specific  victims  of  these 
diseases  and  to  their  family  members,  at  risk  and  otherwise,  ef- 
fective, easily  accessible,  early  and  potentially  continuously 
available  psychological  counseling,  guidance  and  related  thera- 
peutic support. 


2-183 


Ann  Arbor,  Michigan 


October  7,  1976 


Fourth.  This  will  be  achieved  only  by: 

A.  A wider,  general  recognition  of  the  nature  and 
extent  of  the  problems  involved,  and; 

B.  Infusion  of  significant  resources  in  a coordina- 
ted, centrally  directed  mission-oriented  manner.  Interprovision 
and  supplementation  of  relevant  service,  training  and  research 
programs  in  such  disciplines  as  medicine,  mental  health  and 
human  genetics. 

Fifth--  and  speaking  somewhat  more  parochially,  we  would 
strongly  recommend  consideration  be  given  to  a significant  com- 
ponent of  such  resources  being  directed  toward  the  training  of 
mental  health  professionals  who  currently  have,  are  committed 
to  providing,  and  are  looked  to,  for  the  general  counseling  and 
psychotherapeutic  skills  often  needed,  but  whose  training,  re- 
search efforts  and  organization  of  services  have  long  been  rela- 
tively neglectful  of  broader  family  considerations  of  the  psycho- 
logical or  psychosocial  sequela  of  disease  and  of  the  vulnerable 
at-risk  populations. 

The  variety  of  different  vehicles  for  this  broadening  and 
special  targeting  of  training  efforts  are  potentially  available 
at  both  the  individual  and  institutional  levels.  These  include: 
special  institutes,  regional  workshops,  training  modules,  special 
fellowships,  individual  pre-doctoral  training  grants,  model  pro- 
gram support,  production  and  distribution  of  effective  education- 
al materials,  demonstration  projects,  and  so  on. 

But  discussion  of  priorities  among  such  strategies  must 
awake  both  recognition  of  the  appalling,  and  at  least  partially 
preventable,! suffering  to  which  we  address  ourselves  today,  and 
correlary  recognition  of  the  need  for  thoughtfully  directing 
significant  resources  to  the  human  service  educational  and  re- 
search efforts  required. 

Thank  you. 

STELLAR:  I believe  you  will  submit  that?  Or  you  have  al- 

ready, have  you?  We'd  appreciate — the  Commission — that  all 
papers,  or  anything  the  speakers  feel  that  the  Commission 
should  be  able  to  study  at  great  length... 
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WEXIi:!''. : I'hi;-;  may  bo  an  embarrassing  question.  Would  you  say 

that  the  clinical  psychologists  who  were  trained  by  this  Universi- 
ty of  Michigan  program  are  now  adequately  trained  to  deal  with  the 
psychol oq i ca I sequela  of  neurological  diseases?  For  example, 
Huntington ' s? 

MARSDEN : It'S  not  an  embarrassing  question,  but  the  answer 

is  nonetheless  unfortunate.  No,  we  surely  are  not.  Their  focus 
has  been  very  much  more  on  individual  psychopathology  and  its 
amelioration  and  treatment  and,  to  some  degree,  to  the  provision 
of  the  kinds  of  services  I've  been  talking  about  in  my  statement, 
to  the  families  of  the  victims  of  those  difficulties;  we  have  not 
begun  to  meet  the  need  for  the  victims  of  diseases  like  Hunting- 
ton's disease,  but  that  need  is  real  and  great.  What  I'm 
asking,  what  the  Commission  and  any  other  interested  party  at- 
tempt to  do  is  help  us  provide  the  kinds  of  resources  that  will 
make  it  possible  for  programs  like  the  one  I represent  to  build 
components  into  their  training  programs  to  make  the  young  profes- 
sionals that  we're  training  more  aware  of  these  diseases  and  of 
the  needs  that  surround  both  the  victims  and  the  people  having  to 
do  with  those  victims,  so  that  we  can  better  meet  the  immense 
human  needs  that  exist. 

WEXLER:  I think  we  of  the  Commission  would  plug  for  the 

training  resources  if  we  could  be  somewhat  assurred  that  a clini- 
cal student  would  be  on  the  other  end  of  Mr.  Blanchard's  hotline. 

MARSDEN : It  seems  to  me  that  that's  the  kind  of  thing  that 

we  ought  to  try  to  work  out  and  I think,  speaking  for  the  program 
I represent,  we  are  certainly  anxious  to  do  that.  To  develop  in 
the  direction  such  as  that.  But  we  need  resources  in  a time  when 
resources  are  shrinking,  I'm  sad  to  say. 

SCHACHT:  We  raise  this  question  about  psychiatrists  in' 

working  with  patients,  who  don't  really  look  at  the  physical  mani- 
festations, that  the  problem  may  be  other  than  just  a mental  one. 
They  don't  take  family  histories,  which  are  very  important.  Are 
psychologists  in  the  same  category?  Clinical  psychologists? 

MARSDEN:  I don't  feel  qualified — and  this  may  be  an  answer 

to  your  question,  although  it's  not  intended  as  one--but  I don't 
feel  qualified  to  speak  to  that  question.  I've  not  worked  with 
victims  of  Huntington's  disease — I'm  a child  clinical  psycholo- 
gist, which  may,  in  part,  explain  that — but  I suspect  far  more 
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than  that,  it  has  to  do  with  the  fact  that  psychologists  are  pro- 
bably, for  the  most  part,  not  sensitized  to  the  needs  of  the  vic- 
tims of  this  disease,  and  I suspect  that  if  one  had  adequate 
information  about  training  across  the  country  you'd  find  that  the 
training  is  very  meager  and  inadequate,  and  that  while  training 
programs  and  clinical  psychology  could  very  likely  be  stimulated 
to  be  concerned  about  these  kinds  of  problems,  they  have  not  been 
to  date. 

WEXLER:  I can  document  an  example  of  that  actually.  In  our 

psychological  clinic,  when  I first  began  training  here,  there  was 
a woman  who  was  treating  a case  of  a young  child  who  was  thought 
to  be  psychotic,  and  when  she  first  reported  the  case  history, 
the  mother  had  died  under  mysterious  circumstances  in  a mental 
hospital.  And  so  I questioned  the  possibility  of  Huntington's 
disease  in  the  family  and  was  criticized  first  gently,  then  sev- 
erely, for  two  years  until  one  day  she  began  to  question  this 
woman  about  how  her  mother  came  to  die  and  it  turned  out,  in  fact, 
the  mother  had  died  of  Huntington's  disease.  So  I think  it's  not 
part  of  our  general  consciousness  by  any  means. 

SCHACHT:  I do  know,  in  asking  the  University  of  Minnesota, 

where  in  the  four  years  of  medical  training  the  physician  learned 
to  take  a family  history  looking  for  genetic  diseases;  and  that's 
something  you  get  by  osmosis  I'm  told.  That's  not  a part  of  the 
thing  that  goes  along  with  it.  There  is  no  training. 

MARSDEN : I hope  the  people  who  leave  our  program  are  con- 

cerned with  family  histories,  but  I suspect  it's  a rare  graduate 
of  our  program  and  probably  any  other  training  program  in  clinical 
psychology  that  looks  in  their  history  taking  to  the  possibility 
of  genetic  diseases.  Nancy  probably  has  a much  better  feel  for 
that  than  I.  She's  been  through  this  program  recently  and  must 
have  some  feeling  for  people  with  whom  she  trained  and  their 
awareness.  My  guess  is  it's  very  low,  and  I think  that's  very 
sad . 


STELLAR:  I'd  like  to  say  something  about  family  histories. 

The  taking  of  a family  history  is,  without  question,  the  respon- 
sibility of  the  physician  to  begin  with.  That  doesn't  mean  that 
a psychologist  can't  do  it  also,  but  the  primary  responsibility 
rests  with  the  physician.  And  in  all  medical  school  cirricula, 
and  in  all  training  programs  throughout  the  country,  this  is 
taught.  Unfortunately,  it  is  often  neglected  just  the  same. 


2-186 


Ann  Arbor,  Michigan 


October  7,  1976 


I'm  not  talking  about  the  kind  of  family  history  that  a genetic 
counselor  would  go  into,  not  that  detailed,  but  a family  history 
IS  a required  part  of  every  history  in  every  hospital  that  is  ac- 
credited in  the  country.  If  you  don't  have  a family  history  on 
your  medical  records  you  will  not  be  accredited.  But  if  you  look 
at  the  forms  of  history  taking  in  hospitals,  there's  always  a 
place  for  family  history,  but  often  it's  just  glossed  over. 

And  this  is  what  happens  in  the  actual  practice,  whether  it's 
people  in  training,  general  practitioners,  other  specialists. 
Especially  if  it  is  a specialist  in  a narrow  field  such  as  an 
ophthalmoloqistor  a dermatologist.  They'll  rarely  take  a family 
history  unless  the  disease  is  clearly  familial  or  hereditary. 

But  this  is  not  condoned.  Nobody  approves  of  it.  It's  unfor- 
tunate that  it's  not  carried  out  as  much  as  it  should  be.  I 
think  the  neurologists  are  reasonably  good  about  it,  the  psychia- 
trists are  terrible  at  it — they  just  don't  do  it.  I think  that 
it  should  be  emphasized  and  I know  in  my  own  program  all  of  my 
trainees--and  in  places  where  we've  been  before--we  have  always 
insisted  upon  it.  But  when  it  comes  to  hereditary  disease  that 
needs  tracing,  then  we  need  specialized  help  because  the  physi- 
cians are  not  adequately  trained  to  go  into  sufficient  detail 
and  to  understand  what  they're  doing — to  map  out  a family  tree. 
There  we  need  real  help.  But  we  should  at  least  make  a start. 

But  it's  an  unfortunate  thing.  The  reason,  obviously,  is  that 
the  family  history  is  frequently  not  important  for  a given  case. 

A patient  comes  in  with  pain  in  the  abdomen,  is  nauseated, 
vomiting,  etc.,  he  has  his  appendix  removed.  He  might  have  a 
familial  disease.  When  it's  an  acute  thing--the  patient  needs 
treatment  right  away — this  is  the  first  thing  neglected.  But 
it  is  required  and  some  kind  of  a family  history  is  available 
on  a hospitalfe  records;  unfortunately,  not  much  in  doctors 
offices.  But  it  should  be.  It  should  be  a part  of  the  history 
of  every  new  patient.  I can  say  that  we  do  it  in  our  unit  and 
I know  there  are  others  who  do  it.  We're  not  the  only  ones. 

But  it's  neglected  too  much. 

MAR S DEN : If  I may  respond — I have  also  an  appointment  in 

the  university  in  the  psychiatry  department  and  have  been  at  work 
there  for  a decade  or  thereabouts.  We  routinely  gather  histories 
on  new  patients  and  when  either  a young  resident  or  a graduate 
student  in  clinical  psychology  who  is  in  training  is  beginning 
to  work  with  a patient,  or  beginning  an  evaluation  of  a patient, 
the  history  is  very  much  a part  of  the  undertaking.  It  seems  to 
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me  that  while  it  may  very  well  be  that  history  taking  has  a ten- 
dency to  become  routinized  and  to  be  kind  of  glossed  over  and 
done  perfunctorily  and  not  taken  truly  seriously,  it  seems  to 
me  that  another  problem — and  perhaps  a more  serious  problem — is 
that  the  history  is  in  effect,  slanted.  I'm  quite  aware  that 
the  histories  that  are  taken  of  the  kinds  of  new  patients 
whose  problems  are  not  yet  determined--there  are  very  rich 
histories  taken — but  they  are  histories  that  pertain  to  assist- 
ing in  psychiatric  and  psychologic  diagnoses;  and  those  would 
miss  something  like  Huntington's  disease  very  likely,  unless  it 
was  a very  blatent  kind  of  symptomatic  picture  that  one  could 
hardly  ignore.  It  seems  to  me  that  one  of  the  elements  that 
we  need  in  the  training  of  both  clinical  psychologists  and 
psychiatric  residents  is  a broadened  conception  of  the  function 
of  a history  and  a heightened  conception  of  the  range  of  disease 
states  that  it  can  help  one  to  detect.  Beyond  that,  the  issue 
of  the  routinization  may,  in  a part,  be  a role  model  problem; 
that  is,  how  one's  teachers  regard  the  enterprise.  But  beyond 
that,  it  depends  upon  the  individuals  concern  and  continuing 
sensitivity  to  the  people  he's  working  with,  I think.  The  pro- 
blem that  I see--and  I think  is  most  severe--is  the  tendency 
to  use  that  tool  in  a narrow  and  familiar  way  and  to  lose  sight 
of  its  potential  for  alerting  one  to  problems  that  one  does  not 
normally  encounter  in  our  daily  work. 

STELLAR:  Thank  you  very  much.  Well,  we've  come  to  the  end 

of  a long,  hard  day  and  I must  say  it's  been  most  fruitful. 

And  for  me,  it's  been  beyond  my  expectations.  We've  had  many 
very  articulate  speakers  here;  we've  gotten  very  eloquent  testi- 
mony and  many  good  ideas  and  much  agreement. 

If  you  look  through,  as  we  will,  all  of  this  testimony, 
we'll  find  that  there's  a great  deal  of  agreement  amongst  the 
speakers  as  to  what  the  needs  are  and  what  ought  to  be  done. 

And  this  overlaps  with  our  own  experience  and,  I'm  sure  with 
the  testimony  that ' s being  gathered  elsewhere  around  the  coun- 
try. So  I think  we  can  adjourn  with  a sense  of  satisfaction. 

I want  to  thank  all  of  you  and  my  fellow  Commissioners; 

Dr.  Li,  Dr.  Schacht,  and  our  Executive  Director,  Dr.  Wexler, 
and  all  the  panelists. 

The  meeting  is  adjourned. 
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BERNADETTE  ADAMS,  A.C.S.W. 

STERLING  HEIGHTS,  MICHIGAN  MAY  25,  1977 


I am  writing  as  a professional  social  worker  who  has  worked 
with  H.D.  patients  and  their  families  while  employed  in  such 
varied  agencies  as  a public  welfare  department,  psychiatric 
hospital,  family  service  agency,  and  local  public  health  depart- 
ment . 


In  an  effort  to  be  brief,  I will  simply  state  that  I 
see  needs  in  three  general  areas.  First,  research  programs 
must  be  rigorously  pursued  so  that  a cause  and  cure  can  be 
effected  as  soon  as  possible.  Second,  services  to  patients 
and  families  must  be  expanded.  Health  insurance,  especially 
for  long-term,  end-stage,  or  "basic"  care,  may  have  to  be 
nationally  subsidized  (covered  as  catastrophic  illness)  to 
allow  H.D.  patients  to  receive  appropriate  medical,  nursing, 
custodial  (yet  caring)  care  without  the  families  becoming 
paupers  in  the  process.  The  emotional  tangles  of  this  (guilt 
on  the  part  of  the  patient  and  resentment  on  the  part  of  the 
family)  are  too  difficult  for  us  to  sort  out  (though  we  try) , 
and  I think  it  should  be  unnecessary  in  a country  that,  theo- 
retically at  least,  holds  the  family  unit  to  be  sacred. 

In  addition  to  insurance  for  long-term  care,  there  is 
a need  for  supportive  services  (counseling,  housekeeper, 
child  care  helpers,  patient  care  aides,  etc.)  to  enable  the 
patient  to  stay  in  his/her  home  as  long  as  medically  and 
psychologically  able. 

Third,  there  is  a need  for  increased  professional  genetic 
counseling  programs  for  H.D.  patients  and  their  families, 
especially  those  at  risk.  This  subject  is  fraught  with  mis- 
understanding by  those  who  think  the  alternatives  are  "freedom 
of  choice"  or  "sterilization  as  cure  (or  prevention)."  A 
case  could  probably  be  made  by  others  on  both  sides  of  the 
issue.  I prefer  to  come  down  strongly  on  the  overriding  issue 
of  "information."  An  individual  "at  risk"  must  have  access 
to  all  the  information  he/she  needs  to  make  an  appropriate 
(for  him/her)  decision.  This  information  includes:  medical 

(all  knowledge  of  the  disease) ; genetic  (an  understanding  of 
how  H.D.  is  passed  on);  psychological/emotional  (what  a decision 
to  have  or  not  have  a child  means , and  how  to  cope  with  what- 
ever decision  he/she  makes) . 
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It  is  moot  to  argue  whether  it  takes  more  emotional 
strength  and  courage  to  decide  to  become  a parent  or  to  make 
a decision  not  to  become  a parent.  It  takes  heroic  courage 
to  just  confront  the  issue.  Each  decision  (and  its  conse- 
quences) needs  to  be  made  and  followed  with  support  from  pro- 
fessionals and  other  meaningful  persons  in  that  individual's 
social  sphere.  My  special  concern  is  for  those  individuals 
who  have  not  had  the  opportunity  to  fully  and  adequately 
"work  through"  their  thoughts  and  their  feelings  with  a pro- 
fessional and  understanding  counselor.  These  individuals  have 
not  made  a "free"  choice.  At  the  very  least,  we  owe  them  that 
opportunity . 
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EARL  S.  BARRETT 

ROYAL  OAK,  MICHIGAN  SEPTEMBER  24,  1976 


I am  MfiLting  to  you.  cl6  the.  husband  o^  one.  a{^{^ticZe,d  by  Huntington  Vl^e-ose.. 

Mt/  Etste,  ifULS  HV.  She  noM  age  73  and  mls  diagnosed  about  ^ouA.  yeoAS 

ago. 

The  diagnosts  u)o6  ^lA&t  detenmlned  by  an  InteAntsts,  Va.  Joseph,  and  con- 
(fiAmed  by  a hieuJwtog-Lst^ , Va.  VoAntey. 

We  knou)  that  Etste' s latheA,  HenAy  Bes6enbeAg  [noiA)  deceased)  had  HV  but 
thought  that  04  uoe  had  pa^^ed  the  aueAage  cAitioat  yeoAS  o^  35  to  45  uuthout 
obseAvtng  any  obvious  symptoms  that  we  weAe  aZso  past  the  time  ioA  conceAn. 

GAoudual  changes  in  cooAcUnation  [pAimaAiZy  pAob terns  in  standing  and  mtking) 
and  in  mental  ability  {otteAed  ottitjudes  and  incAeasing  difficulties  in  expAess- 
ing  hcA  thoughts)  incAeased  to  the  point  loheAe  seeing  a doctoA  to  find  out  the 
cause  teas  the  onty  togicat  step. 

The  medication  that  Etsie  it  pAesentty  talzing,  Hatdot  and  l/atium,  does  seem 
to  Aetieve  some  of  heA  symptoms  but  it  is  obvious  that  theAe  it  no  stopping  the 
deteAioAotion. 

I am  hoping  that  this  commission  rntZ  be  the  means  of  pAovoking  the  inteAests 
of  ouA  legislato AS  to  the  point  ivheAe  they  loitl  pAovide  the  funding  needed  foA  the 
medical  AeteoAch  that  Mill  find  betteA  tAeatment  foA  those  Mho  alAeady  have  HV  and 
a means  to  cuAe  it.  I alto  hope  that  a place  to  go  to  foA  coAe  Mill  come  out  of 
youA  effoAts.  Someplace  MheAe  someone  can  go  foA  dignified^  adequate  coAe  afteA 
staying  at  home  Mith  the  family  it  no  longeA  possible. 

I offeA  these  few  comments  out  of  my  pAesent  conceAn  foA  Elsie  and  my  deep 
conceAn  foA  the  futuAe  of  my  daughteA,  Betty,  and  heA  thAee  childAen. 
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V.  R.  BELLON 

LANSING,  MICHIGAN  SEPTEMBER  27,  1976 


Being  confused  on  what  the  contests  of  this  letter 
should  include;  I will  let  you  know  how  it  is  for  a niece. 

Both  of  my  closest  uncles  have  Huntington's.  The  most  im- 
portant having  it  the  worst.  Unless  someone  has  the  disease 
in  their  family  or  directly  knows  of  someone  with  the  killing 
disease,  it  is  rarely  heard  of. 

This  torture  killing  disease  is  just  as  serious  as  all 
the  others  and  because  there  is  no  cure  it  needs  to  be 
brought  out  into  the  open  more  (like  cancer)  to  make  people 
more  aware  that  this  pitiful  disease  exists.  If  it  were 
more  well  known,  we  too  could  get  more  money  for  research. 

This  is  one  of  our  main  problems.  It  is  like  starting  at  the 
bottom.  We  need  more  help.  Too  few  people  are  working  their- 
selves  sick  and  seem  to  be  getting  nowhere. 

The  worst  part  of  all  is  when  I see  someone  laughing  at 
my  uncontrollably  dying  uncle  thinking  he's  drunk,  or  what- 
ever. Not  even  realizing  this  is  a very  pitiful  disease. 

It  needs  to  be  recognized  more  publicly. 

The  symptoms  are  eye-catching  and  very  embarrassing  to 
the  victim,  for  there  is  no  control.  A person  who  can't  work, 
can't  drive  to  even  a short  destination,  can't  write,  can't 
talk,  has  little  coordination,  can't  eat  or  drink  without 
choking,  leaves  him  very  little  to  do  in  the  home. 

My  uncles  were  very  "hyper"  and  active  men.  Being  stuck 
at  home  and  having  to  be  driven  all  over  is  very  hard  on  the 
nerves.  It  drives  them  nuts. 

People  not  knowing  they  have  this  disease  and  then  having 
children  is  another  problem.  An  adoption  agency  wouldn't  even 
let  a Huntington's  stricken  person  adopt.  Most  people  don't 
even  know  the  symptoms  until  it  is  professionally  diagnosed. 
When  it  is  diagnosed  the  wondering  and  waiting  of  other 
family  members  is  horrifying.  The  tension  is  hard  to  keep  a 
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family  together.  The  disease  doesn't  get  better  either.  Only 
worse  and  worse.  The  victim,  to  a certain  extent,  is  helpless. 
And  no  one  cares  or  sheds  a tear  unless  it  is  in  your  family 
tree.  Never  skipping  a generation,  the  family  name  will  soon 
be  forced  to  come  to  a tragic  end. 

Like  I said  before,  do  you  think  an  adoption  agency 
would  give  this  diseased  person  a child?  No,  I don't  think 
so . 


My  main  point  is  we  need  to  make  the  public  understand 
and  recognize  Huntington's  Chorea  just  as  much  as  Cancer, 
M.S.,  Muscular  Dystrophy,  Leukemia  and  A.L.S.A.C.  In  our 
position  we  need  more  support  and  many,  many  more  contribu- 
tions; especially  for  research.  Starting  from  the  bottom 
is  a lot  of  hard  work  for  so  few  people  interested. 

Please  help  us  lick  Huntington's  disease. 

My  dental  job  will  not  permit  me  to  be  part  of  the  oral 
testimony,  as  much  as  I would  like  to. 
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DORIS  A.  BLANCHARD 

PONTIAC,  MICHIGAN  JUNE  9,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three. 


How  many  are  afflicted  now?  Two. 

Hov/  many  are  "at  risk?"  Fifteen. 

This  disease  not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


Any  problems  in  getting  a diagnosis? 

Yes.  Psychiatrist,  family  doctor  and  neurologist 
treated  for  Parkinson's. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes,  very  much. 


VJere  there  any  financial  troubles? 

Indeed.  Required  nursing  care  to  enable  husband  to  work 
so  that  expenses  could  be  met. 


Was  there  an  employment  problem? 
Housewi fe . 


How  were  your  requests  for  assistance  received  or 
refused? 

Refused . 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes,  no  disability  payments. 
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4.  How  has  the  presence  (or  threat)  of  Huntington  s disease 
affected  your  social  life? 

With  H.D.  there  is  no  social  life. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes,  great  concern. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


S.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

/~^  Better  and  less  expensive  nursing  care  for  H.D. 

~~  patients. 

/ly  RELIEF  from  financial  burdens. 

OTHER:  Allow  the  doctors  to  use  the  new  medication  in  research 

COMMENTS:  Cost  of  nursing  care  for  the  year  of  1976  in  excess 

of  $14,000  plus  other  related  costs;  spent  much  more  than  I 
earned.  Will  be  at  retirement  age  within  the  next  year  and  a 
half.  As  I am  self-employed,  will  be  on  Social  Security.  This 
plus  any  savings  we  have  left,  could  be  our  only  income.  H.D. 
has  been  in  my  wife's  family  on  her  mother's  side  over  38  years 
that  I know  of.  I did  not  know  what  is  was  until  my  wife  was 
diagnosed  11  years  ago.  (Things  have  never  been  the  same.) 

I,  husband, 

have  faith. 
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DOHOTMY  A.  BUCHLER 

BLOOMFIELD  MILLS,  MICHIGAN  MAY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Mother,  aunt--goes  back  seven  generations. 


How  many  are  afflicted  now?  Uncle. 


Hov-/  many  are  "at  risk?"  Sixteen  counting  only  immediate 
family,  aunts,  uncles,  and  first  cousins. 

This  disease  not  in  my  family  but  I am  v^riting  for  a 
/~7  Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  State  hospital. 


Any  problems  in  getting  a diagnosis? 

Very  hard  to  get  diagnosis--took  years.  Doctors  not 
familiar  with  disease.  She  was  committed  before  correct 
diagnosis  was  made. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

No,  Mother  was  already  in  State  Hospital — several  years 
later  state  transferred  her  to  nursing  home. 


Were  there  any  financial  troubles? 

Daddy  couldn't  afford  to  take  care  of  her  privately, 
that's  why  she  was  in  State  Hospital. 


Was  there  an  employment  problem? 


No. 


How  were  your  requests  for  assistance  received  or 
refused? 

Daddy  knew  that  Mother  needed  psychiatric  help — did  not 
realize  her  problem  was  neurological.  He  had  trouble 
getting  help  for  her  until  she  severely  burned  herself 
with  a cigarette. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

I do  not  know — I'm  having  trouble  getting  Blue  Cross  to 
pay  for  sterilization  operation  even  with  doctor's  letter. 
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How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  has  stunted  my  growth  as  a person.  I've  spent  too 
much  time  "waiting"  to  get  H.D.  and  not  enough  just  liv- 
ing, but  I'm  only  just  discovering  that.  I thought  I was 
handling  the  problem  all  right  until  this  year.  I fell 
apart  emotionally. 


Has  there  been  extra  stress  placed  on  your  children? 
No  children. 


Do  your  children  know  they  are  "at  risk?" 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/27  More  and  better  research. 

/Y/  Better  public  understanding  of  our  problem. 

/IC/  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/Yy  RELIEF  from  financial  burdens. 

OTHER:  Counseling  for  the  entire  family. 

COMMENTS:  Research  for  H.D.  means  progress  for  many  heredi- 

tary diseases,  as  I understand  that  H.D.  is  a perfect  model 
disease  to  study.  Consequently,  the  far-reaching  benefits 
of  H.D.  research  would  eventually  bring  physical,  emotional, 
financial  relief  to  many  hundreds  of  thousands  of  people 
affected  by  hereditary  diseases. 
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MARY  CANNING 

ST.  JOHNS,  MICHIGAN  SEPTEMBER  28,  1976 


I am  anxious  to  contribute  what  I can  to  this  Committee. 
Anything  that  I can  do  to  promote  more  interest  in  the  care 
and  prevention  of  this  terrible  disease  is  what  we  all  should 
do. 


I am  the  70  year  old  mother  of  3 children,  2 of  which  are 
in  the  advanced  stages  of  H.D.  The  youngest  is  age  39.  He  is 
not  affected  so  far.  These  two  are  ages  43  and  44.  I take 
care  of  them  24  hours  a day,  seven  days  a week,  month  in  and 
month  out.  I have  five  grandchildren  by  these  two  and  they 
are  looking  the  disease  in  the  face.  (Four  by  the  daughter 
and  one  by  the  son.) 

This  problem  will  never  be  eradicated  until  we  have  man- 
datory sterilizations  of  all  risks,  more  education  and  family 
counseling,  more  Federal  help  to  provide  care.  These  people 
are  helpless,  hopeless  and  pitiful.  They  don't  have  good 
iudgment,  so  are  exploited,  neglected,  and  abused,  to  sav 
nothing  about  what  is  happening  to  their  children. 

I don't  know  how  people  manage  to  care  for  their  loved 
ones  when  they  work.  My  husband  died  of  it,  but  I had  to 
commit  him  to  a state  hospital  and  work  to  pay  the  bill, 
had  nothing  left  for  myself.  But  I am  guilty,  because  he 
didn't  get  any  care,  he  cared  for  himself  as  best  he  could. 

I feed  them,  bathe  them,  dress  them,  and  do  all  the 
things  they  need  done,  even  blow  their  nose  and  shave  them. 

They  drool  continuously.  This  is  offensive  and  hard 
to  handle.  My  44  year  old  son  can't  eat,  so  he  drinks  a for- 
mula that  costs  me  $4.40  a day.  (Sustacal,  by  Meade  Johnson.) 
We  use  enormous  amounts  of  kleenex,  paper  towels  and  toilet 
tissue;  also  lots  of  newspapers  to  keep  the  drooling  off  the 
floor . 


2-200 


Ann  Arbor,  Michigan 


October  7,  1976 


They  need  a special  kind  of  care,  tailored  to  fit  the 
individual.  They  are  not  just  alike  and  yet  they  are  in 
many  ways.  Some  are  more  stubborn  than  others. 

This  week  I am  getting  an  electric  heating  system  in  the 
sonfe  bedroom.  He  will  not  have  covers  over  him,  or  pajamas 
on.  A real  expense!  He  wears  a plastic  diaper  and  a T-shirt 
only.  I had  to  buy  a chair  (cost  $100)  that  has  a potty  seat. 
He  sits  on  it  most  of  the  day.  My  problems  are  worse  at 
night  because  I must  sleep  upstairs.  Only  two  bedrooms  down 
here,  and  they  occupy  them.  So,  at  my  age,  to  run  up  and 
down  makes  an  extra  burden. 

In  this  family  there  was  never  a diagnosis.  I was  taken 
by  surprise  when  I found  out  what  my  husband  had.  His  father 
apparently  had  it  and  shot  himself.  All  of  which  I was  never 
told.  There  were  five  children  and  my  husband  was  the  only 
one  affected. 

I am  not  sure  what  information  you  want,  but  I want  to 
help  if  I can.  It  is  the  worst  kind  of  sickness  I have  ever 
seen.  It  reaches  into  all  area  of  our  lives.  Especially  the 
social,  marital,  financial  and  family  life.  You  can't  just 
look  in  on  us  and  see  what  the  problems  are.  My  grandchild- 
ren won't  be  able  to  get  life  insurance,  some  jobs,  good 
marriages,  or  peace  of  mind. 
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GUY  F.  CHILTON 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  2,  1976 


I know  a man  from  our  church  who  has  Huntington's 
disease.  I know  it  is  a very  bad  disease. 

I hope  you  are  doing  all  you  can  to  find  a cure  for 
this  disease. 
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DAVID  CLAUSEN 

ST.  JOSEPH,  MICHIGAN  MAY  16,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Four  in  father's  family,  mother  and  all  three 
chi Idren . 

How  many  are  afflicted  now?  Two. 


How  many  are  "at  risk?"  Nine. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~y  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Mayo  Clinic. 

Any  problems  in  getting  a diagnosis? 

Yes,  no  doctors  before  would  diagnose  it. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Yes,  moved  from  mobile  home  to  house.  Father  entered 
state  hospital  in  1968. 

Were  there  any  financial  troubles? 

Yes,  mother  went  to  work  for  less  money. 


Was  there  an  employment  problem? 

Father  quit  work  in  1964  due  to  personality  changes. 


How  were  your  requests  for  assistance  received  or 
refused? 

No  assistance  from  Social  Services,  even  though  medical 
bills  ran  $800  a month  and  salary  and  Social  Security  were 
$1,200. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes,  Social  Security  took  8 months  to  make  us  eligible. 
Major  Medical  insurance  terminated  in  1970. 
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Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
al  looted  your  social  life? 

Threat  of  it  for  me  involves  all  areas  of  my  life. 


Has  there  been  extra  stress  placed  on  your  children? 
I am  20  years  old  and  not  married  (no  children) . 


Do  your  children  know  they  are  "at  risk?" 


5.  In  the  future / I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ x/  More  and  better  research. 

/~7  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/~7  RELIEF  from  financial  burdens. 


OTHER: 


We  need  health  insurance  that  won't  be 
cancelled. 
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RITA  COCKROFT 

WILLIAMSTON,  MICHIGAN  FEBRUARY  13,  1977 


Three  years  ago  this  month  my  mother-in-law,  Lela 
Cockroft,  was  diagnosed  as  having  Huntington's  disease  at  the 
University  of  Michigan  Hospital  in  Ann  Arbor,  Michigan.  She 
does  not  have  a family  doctor  but  I made  the  arrangements  for 
a complete  physical  through  our  family  doctor.  Since  this  time, 
my  husband  and  I have  adjusted  to  the  shock  but  still  didn't 
quite  believe  it. 

For  one  reason,  we  didn't  really  want  to;  for  another, 

Lela  has  always  been  a difficult,  dominating  person  and  it  is 
difficult  to  know  how  much  is  just  her  way  and  how  much  to  blame 
on  the  disease.  She  had  polio  at  17,  which  left  her  lame  in  one 
leg.  Her  sister  says  she  has  been  a demanding  person  ever  since. 
She  also  has  had  an  overweight  problem  for  many  years.  As  a 
result  it  is  difficult  for  her  to  get  around  and  we  wonder  how 
much  is  normal  and  how  much  is  a result  of  the  disease. 

Lela  is  64.  Her  mother  had  shaking,  nervous  problem  (never 
diagnosed)  and  lived  to  86.  Her  father  died  of  natural  causes 
in  his  80 's.  Lela ' s maternal  grandparents  lived  into  their  70 's 
and  no  one  seems  to  know  much  about  their  health  outside  of  say- 
ing they  died  of  old  age. 

Lela  had  a sister,  who  died  of  a heart  attack  at  75  (no 
children) , a brother  who  died  of  the  same  at  65  (no  children) . 

She  has  a sister  almost  60  who  had  a heart  attack  last  year 
and  is  now  back  to  work.  Alice  is  a rather  nervous  person,  but 
her  doctor  doesn't  believe  she  has  H.D.;  but  she  has  not  had 
any  tests.  Her  only  child  is  urging  her  to  go  to  Ann  Arbor. 

Now  to  us.  My  husband,  Larry  (only  child) , is  39  and  no 
signs  of  anything  at  this  time.  Our  four  children,  girl  soon 
17,  boy  soon  16,  boy  soon  15,  and  another  girl,  10.  The  oldest, 
2,  had  blood  exchanges  at  birth  due  to  A-0  incompatibility.  All 
four  are  healthy  at  this  time.  Due  to  their  ages  and  the  fact 
that  they  do  not  know  what  their  grandmother  has  or  what  it  means 
to  their  future,  my  husband  and  I went  to  Ann  Arbor  last  week  for 
some  information  and  counseling. 
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Dr.  E.  Kokmen  (neurology)  told  us  that  they  didn't  have 
much  family  history  and  the  ages  of  the  family  members  would 
make  it  a very  rare  case  but  he  believed  the  tests  Lela  had  do 
indicate  Huntington's.  He  advised  us  to  tell  our  children  and 
continue  as  we  have  been  and  to  return  at  any  time. 

We  asked  for  suggestions  and  help  and  advice  in  dealing 
with  the  next  stages.  He  said  when  onset  is  in  the  later  years 
that  the  disease  progresses  very  slowly.  So  he  really  couldn't 
give  us  much  help  along  this  line. 

Anyway,  my  husband  and  I had  a long  talk  last  weekend 
and  we  decided  we  weren't  going  to  live  as  if  we  had  a black 
cloud  (gray,  maybe)  over  our  heads.  We  both  teach  and  we  will 
continue  with  our  work  and  our  same  family  life  and  pray  for 
research  to  help  our  children. 

If  we  can  be  of  any  help,  please  let  us  know. 
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MICHAEL  L.  CUNNINGHAM 

WESTLAND,  MICHIGAN  APRIL  20,  1977 


Our  family  has  Huntington's  disease.  I seen  what  it 
did  to  my  grandmother  over  a period  of  years.  Now  she  is 
nothing  but  a vegetable.  Now  she  is  in  a state  home  in 
Traverse  City.  She  cannot  wear  her  glasses  and  teeth  anymore. 
She  cannot  feed  herself  anymore.  She  is  fed  intravenously. 

Sad  part  of  it  is  she  doesn't  even  know  her  own  children. 

My  mother  has  the  disease,  or  I should  say  it's  got  her. 
She  has  just  about  lost  her  sense  of  balance.  She  now  uses  a 
walker  and  an  electric  wheelchair  and  can  never  sit  still.  She 
will  call  and  say  that  she  does  not  love  us  or  want  anything  to 
do  with  us  again  and  then  the  next  day  it  is  all  forgotten. 

This  disease  makes  them  want  to  leave  home  and  take  their  own 
lives.  She  has  left  home  three  or  four  times.  What  will  happen 
next?  It  is  very  hard  to  talk  or  explain  things  to  people  who 
have  this  disease.  They  take  everything  you  say  the  wrong  way. 

My  aunt  in  oeTour,  Michigan  had  the  disease  and  was  in 
a state  home.  Came  home  for  Easter  weekend  to  visit,  left  a 
note  and  took  her  own  life  by  walking  out  on  the  St.  Mary's 
River  until  she  went  under.  The  disease  made  her  do  this. 

I have  another  aunt  that's  in  a state  hospital  in  upper 
Michigan.  I have  a great-uncle  in  California  who  has  the 
disease.  Was  in  a nursing  home.  Did  not  like  it  and  is  home 
and  his  wife  is  taking  care  of  him  until  he  has  to  go  back  in 
for  good.  That's  what  he  had  to  look  forward  to  in  retirement. 

Would  sure  like  the  State  of  Michigan  to  fund  money  for 
the  research  of  Huntington's  disease. 

If  it  gets  many  of  us  at  a young  age  we  are  no  longer 
taxpayers . 

Myself,  I pay  about  $1,300  in  property  tax  and  about 
$10 , 000-$12 , 000  is  taken  out  of  my  wages  each  year.  I think 
a little  money  should  be  spent  on  research,  and  if  progress  is 
made,  more  could  be  funded  at  a later  date.  I could  go  on. 

My  father  goes  through  hell  every  day  trying  to  put  up  with 
my  mother  and  this  disease. 
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MRS.  NONA  G.  DASSE 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  27,  1976 


Over  the  past  several  years,  I have  become  closely  acquainted  with  a 
family  whose  lives  have  been  touched  directly  by  Huntington's  Disease. 

Up  until  the  time  I became  acquainted  with  this  family  I had  never  heard 
of  HD;  however,  I am  very  much  aware  of  the  need  for  continued  research 
on  this  particular  disease. 

Because  of  my  personal  association  with  this  particular  family,  I know 
the  burdens  (both  financial  and  emotional)  which  these  people  must  bear. 

Although  neither  I nor  any  members  of  my  family  have  this  disease,  I 
sincerely  hope  that  your  Commission  will  do  all  in  its  power  to  obtain 
the  funds  to  assist  these  families  in  caring  for  their  loved  ones  and  to 
conduct  the  research  which  could  eventually  eradicate  and/or  control  HD. 
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RICHARD  J.  DEAN 

STEVENSVILLE,  MICHIGAN  SEPTEMBER  29,  1976 


I have  recently  become  aware  of  Huntington's  disease 
through  a recent  article  about  the  tragic  effects  of  this 
disease  on  the  family  of  entertainer  Arlo  Guthrie.  Although 
I am  not  personally  touched  by  this  disease,  I'm  concerned 
about  the  lack  of  research  conducted  in  this  area. 

I strongly  urge  you  to  employ  every  resource  at  your  dis- 
posal to  request  adequate  funding  from  Congress  so  that 
research  efforts  may  be  intensified.  Only  then  can  progress 
be  made  to  alleviate  the  suffering  of  thousands  of  Americans. 
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BENJAMIN  DEBIASE 

ROSEVILLE,  MICHIGAN  SEPTEMBER  28,  1976 


^ty  wife  Patricia  has  Huntington's  Disease.  Her  father  told  her  when 
she  was  21  that  her  mother  had  died  from  it.  He  didn't  tell  her  that  she 
and  her  U sisters  and  5 brothers  covild  also  get  it.  I don't  think  he  knew. 

Pat  was  married  at  that  time  to  her  1st  husband  Frank  Raya  and  already 
had  a son,  John,  and  a daughter,  Kathy.  Pat  divorced  Frank  for  good  reasons 
but  none  that  were  because  of  HD. 

After  the  divorce  Pat  raised  the  children  alone  until  she  met  me  and 
we  were  married  in  19^7 • I did  not  know  what  HD  was  \mtil  after  her  sister 
Edith's  husband,  Tony  Calcagno  visited  with  us  some  time  after  her  death 
from  complications  that  go  with  HD.  Tony  thought  that  he  saw  some  of  the 
same  signs  in  Pat  that  Edith  had  before  she  died.  Because  of  what  Tony 
said  emd  Pat's  nervous  problems  we  asked  Doctor  Margo  Baer,  a gynecologist, 
about  it.  Pat  had  been  seeing  the  doctor  regularily  after  my  sons,  Benny 
and  Louie,  were  bom.  Dr.  Baer  sent  us  to  Ann  Arbor  to  really  find  out  what 
the  trouble  was . Dr . Kokmen  and  Dr . Brownell  checked  Pat  over  real  good  and 
both  confirmed  our  worst  fears.  Pat  had  HD. 

Pat  worked  for  quite  a while  both  before  and  after  her  first  marriage 
so  we  applied  for  disability  benefits  from  Social  Security.  Those  benefits 
with  Blue  Cross  and  Medicaid  cover  most  of  our  medical  bills  so  far. 

My  biggest  problem  right  now  is  trying  to  take  care  of  Pat,  the  boys 
and  the  house  and  working,  also.  Pat  can't  clean  house  or  cook  anymore  and 
has  a hard  time  giving  the  boys  the  constant  attention  they  need.  She  tries 
so  hard  but  it  Just  too  much  for  her. 

I tried  to  get  the  kind  of  help  we  need  through  the  Macomb  County  Health 
Department  and  Catholic  Social  Services  but  have  had  no  luck.  Because  I own 
my  house  and  car  and  make  over  $10,000  most  years,  I can't  afford  the  Visiting 
Nurse  or  Homemaker  Services  they  provide. 

We  need  somebody  who  can  regularily  and  properly  take  care  of  my  wife, 
my  children  and  my  home.  Someone  who  can  make  siore  while  I am  at  work  that 
the  boys  get  to  school  and  back,  or  that  Pat  eats  regularily  and  does  not 
accidently  hurt  herself. 

I have  been  able  to  find  babysitters  by  advertising  in  the  papers  or 
through  relatives  and  friends,  but  we  need  someone  more  than  Just  a baby- 
sitter. Someone  who  cares.  Someone  to  do  the  little  and  big  things  that 
have  to  done  on  a day  to  day  basis  Just  to  get  by. 
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It  might  sound  kind  of  foolish  to  you  that  I am  so  worried  about  this 
so  much  when  I will  have  even  bigger  problems  before  long,  but  this  is  now. 
If  I can  get  by  this  I might  be  able  to  handle  the  next  problems  easier. 

Like  everybody  else  living  with  Huntington's  Disease  I hope  that  this 
Commission  will  recommend  that  money  be  provided  for  the  research  needed  to 
find  the  cure  for  HD  and  something,  soon,  that  will  stop  what  it  is  doing 
to  Pat. 

I'm  worried  about  Pat  today,  I pray  that  I won't  have  to  worry  about 
Benny  and  Louie  or  even  Kathy  and  John. 
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RUSSELL  N.  DEJONG,  M.D. 
ANN  ARBOR,  MICHIGAN 


OCTOBER  6,  1976 


Huntington's  chorea  is  an  important  disease  of  the  nervous  system. 

It  is  inherited  as  an  Mendelian  dominant.  That  means  that  approximately 
50  perc  i-nt  of  the  children  of  a patient  with  Huntington's  chorea  will  inherit 
the  disease.  It  never  skips  a generation  so  patients  who  develop  the  disease 
must  have  had  the  one  parent  with  the  disease.  The  onset  of  the  symptoms 
is  usually  in  middle  adult  life  so  oftentimes  the  patients  have  already  had 
diildren  prior  to  the  onset  of  symptoms  of  the  disease.  It  is  a prevalent 
disease.  It  may  be  preventable  and  much  research  is  needed. 

One  of  the  important  aspects  of  research  is  in  finding  some  way  of 
di'terrnining  which  of  the  children  of  a patient  with  Huntington's  chorea  will 
inherit  and  pass  on  the  disease  before  the  symptoms  become  apparent.  Many 
investigations  have  been  carried  out  to  predict  the  onset  of  the  disease  but 
none  of  these  has  given  the  real  answer.  Basic  research  in  the  chemical 
constituents  of  the  nervous  system  may  be  the  answer  here  and  there  is  basic 
research  going  on  at  the  present  time  and  in  recent  years  we  have  learned 
cjuite  a bit  about  the  chemical  variations  within  the  central  nervous  system 
in  patients  with  Huntington's  chorea  but  we  have  not  learned  enough  at  the 
present  time  to  be  able  to  predict  the  disease  and  thus  prevent  its  develop- 
ment. Increased  research  funding  and  increased  interest  in  the  disease  is 
of  paramount  importance, 

Huntington's  chorea  seems  to  be  quite  common  in  Michigan.  Our 
medical  students  and  staff  members  see  patients  with  the  disease  and  learn 
the  information  that  we  now  have  about  the  disease.  I am  not  sure,  however, 
that  the  disease  is  this  common  in  other  parts  of  the  country  and  that  there 
is  adequate  teaching  a bout  the  disease  in  medical  schools  throughout  the 
country. 

In  addition  to  basic  and  clinical  research  on  Huntington's  chorea, 
social  service  programs  are  very  important  for  guidance  of  the  families 
of  the  patients  with  the  disease  with  genetic  counselling  to  try  to  forestall 
its  development  in  future  generations. 

The  Huntington's  Chorea  Commission  will  serve  a very  important 
purpose  if  it  calls  adequate  attention  to  this  important  disease  and  the 
need  for  research  as  to  the  mechanisms  and  ultimate  etiology  of  this  dis- 
ease and  provides  help  and  counselling  to  patients  and  their  relatives. 
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DOROTHY  DOCOFF 

DETROIT,  MICHIGAN  OCTOBER  5,  1976 


Several  years  ago  when  I was  on  welfare,  I was  an  out- 
patient at  a certain  hospital.  Every  time  I went  there,  I 
didn't  get  the  same  doctor  and  I had  to  explain  to  each 
doctor  about  Huntington's  Chorea.  They  didn't  know  too  much 
about  it.  It  was  difficult  for  me  to  have  to  go  through  this 
every  time. 

I think  more  doctors  should  know  about  H.D.  I also  think 
having  one  neurologist  instead  of  several  is  the  best. 
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MRS . DONNA  DRESBACK 

ANN  ARBOR,  MICHIGAN  SEPTEMBER  30,  1976 


I am  really  concerned  with  the  fight  against  Huntington's 
disease  because  it  involves  my  family. 

My  husband  is  at  risk,  therefore  there  have  always  been 
pressures.  One  of  the  biggest  decisions  we  had  to  face  was 
to  have  children.  By  choice  we  have  two  children.  We  are 
aware  of  the  chances  we  took  by  having  them,  but  we  do  have 
hope.  I only  hope  they  do  not  have  to  face  what  we  are  now. 

Also  the  pressures  with  long-term  life  insurance, 
finances,  and  all  the  future  plans  made  with  ifs,  buts,  and 
maybes . 

So  I am  pleading  for  help  to  anyone  to  do  what  you  can 
for  my  family  and  so  many  others  like  us. 
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RANDY  DRESBACK 

PONTIAC,  MICHIGAN  OCTOBER  5,  1976 


I am  a 27  year  old  man  who  is  "at  risk"  with  Huntington's 
disease . 

I grew  up  with  this  dreaded  disease  watching  my  mother 
change  from  a dynamic  fun-loving  person  into  a helpless  crip- 
ple hardly  able  to  take  care  of  herself. 

She  lived  at  home  for  many  years  while  having  H.D.  trying 
her  best  to  hold  our  family  together.  But  finally  my  father 
and  mother  decided  it  best  that  she  be  cared  for  at  a state 
hospital . 

I visited  her  many  times  and  observed  her  steady  decline 
physically  even  while  her  memory  and  thoughts  remained  sharp 
and  rational. 

She  always  had  beautiful  handwriting  but  it  became 
scratchy  and  almost  impossible  to  read.  The  nurses  had  to 
write  home  for  her  and  help  her  to  do  every  little  thing  we 
all  take  for  granted. 

My  mother  finally  died  in  December,  1968  after  choking 
on  a piece  of  food.  Her  age  at  death  - 38  years  old. 

I wonder  now  if  I will  have  to  face  this  terrible  disease 
and,  if  a similar  fate  awaits  me. 

I know  the  disease  usually  starts  in  the  early  thirties 
and  progressively  gets  worse,  so  I really  dread  to  see  an- 
other birthday  come  and  go. 

I have  a 50  - 50  chance  of  developing  this  illness  and 
there  is,  at  present,  no  early  detection  so  every  day  the 
thought  of  it  is  always  in  the  back  of  my  mind  eating  away  at 
me . 
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My  wife  knew  my  family  problem  before  she  and  I were 
n.irried,  so  she  knows  what  might  develop  in  our  future. 

We  both  decided  to  have  a family  and  rely  on  medical 
retiearch  and  prayers  to  find  a cure  for  this  terrible  kil- 
1 i*r . 


I wonder  if  I do  develop  this  disease,  what  would  my  son 
and  daughter  remember  about  me,  and  what  would  they  do  in 
their  future  lives. 

I understand  that  if  by  the  grace  of  God  or  by  a dedi- 
cated medical  team  of  researchers  I am  spared  this  terrible 
fate,  the  hereditary  chain  will  be  broken. 

All  the  worries  about  this  illness  and  my  families  well 
being  will  be  cast  aside,  but  would  not  be  forgotten. 

I ask  you  to  start  the  offensive  to  wipe  out  this  killer 
of  young  adults  now  for  the  sake  of  myself  and  thousands 
more  like  myself. 

Try  to  put  yourself  in  our  place  for  awhile  and  think 
what  it's  like  to  know  you  have  a 50  - 50  chance  of  contract- 
ing a terrible  crippling  and,  finally,  killing  disease  such 
as  H.D. 


This  great  country  and  its  advanced  medical  research 
facilities  should  be  able  to  find  a prevention  and  a cure 
for  H.D.  if  funds  were  available  and  doctors  were  dedicated 
to  wiping  out  H.D.  once  and  for  all. 

Is  it  really  too  much  to  ask  for  a long  life,  a happy, 
healthy  life  with  one's  family  and  friends? 

This  is  all  I pray  for.  For  my  health  and  being  able  to 
always  be  a strong,  loving  father  and  husband. 

Thank  you  for  letting  me  express  my  thoughts  about 
Huntington's  disease  and  if  any  other  information  is  desired 
by  the  Commission,  please  contact  my  wife  and  myself  and  we 
will  be  more  than  happy  to  help  you  in  any  way  we  can. 
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MRS.  CARL  DUBKE 

NEW  BOSTON,  MICHIGAN  AUGUST  26,  1976 


My  husband  is  an  "at  risk"  person  so  I am  very  close 
to  the  problem  that  has  haunted  our  family. 

I have  seen  his  mother  and  5 of  his  brothers  and 
sisters  change  from  beautiful,  healthy  people  to  mere 
vegetables  waiting  to  die.  It  changes  them  physically, 
mentally  and  morally.  Their  personality  completely 
changes;  they  become  mean  and  arrogant.  My  sister-in-law 
who  was  once  neat  and  meticulous  turned  into  a sloppy, 
unkempt  woman,  very  sad.  One  of  the  spouses  of  a victim 
wanted  to  take  her  own  life  to  get  away  from  her  husband's 
abusive  tongue. 

It  is  also  hard  to  find  a good  rest  home  to  take  them, 
because  most  of  them  don't  want  the  mess  to  clean  up  from 
a H.D.  patient,  so  only  the  lower  grade  homes  will  take 
them.  It's  a horrible  disease,  no  one  knows  unless  they 
have  been  close  to  it. 
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MRS.  LOUIS  DUBKE 

HASTINGS,  MICHIGAN  JUNE  6,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Several. 

Hov/  many  are  afflicted  now?  Two. 

How  many  are  "at  risk?"  Several  children,  etc. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Veterans'  hospital 
and  by  the  family  having  it. 

Any  problems  in  getting  a diagnosis?  He  is  the  fifth 
child  to  come  down,  although  he  is  not  as  bad  as  the 
rest,  and  medication  is  doing  wonders  to  control  him. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No,  as  we  have  our  own  place. 


Were  there  any  financial  troubles? 

Due  to  him  not  being  able  to  work  as  well  as  myself  we 
hardly  have  enough  to  get  by  on  with  just  his  Social 
Security  pension.  I have  to  raise  a few  dogs  to  help 
out . 


Was  there  an  employment  problem? 

Unable  to  work.  Also  I am  unable  to  work  due  to  my 
taking  care  of  my  husband;  unable  to  do  my  own  house- 
work. Have  not  been  able  to  get  any  life  insurance. 


How  were  your  requests  for  assistance  received  or 
refused? 

Have  not  asked  for  any  assistance  as  yet,  only  to  the 
Veterans'  hospital  for  medication,  etc.  Was  treated 
wonderfully . 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 
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<1  , How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Being  unable  to  do  anything  for  hobbies  or  travel  or 
entertain  friends  at  home;  or  go  any  place  for  pleasure. 


Has  there  been  extra  stress  placed  on  your  children? 

Only  the  fear  of  the  risk  as  yet  on  their  children 
when  old  enough. 


Do  your  children  know  they  are  "at  risk?" 
Yes.  My  stepchildren,  my  husband's  children. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

More  and  better  research. 

Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients.  a MUST. 

/)T7  RELIEF  from  financial  burdens. 

OTHER:  They  should  be  able  to  get  life  insurance  and  help 

for  the  families  left  behind  after  their  death. 

COMMENTS:  We  have  never  had  any  assistance,  but  I think  there 

should  be  extra  assistance  for  families  for  money  for  living, 
etc.  I also  think  they  should  be  able  to  get  life  insurance 
because  they  have  a right  to  a decent  funeral  as  anyone.  It 
is  an  illness,  not  their  fault.  We  need  more  medical  help  for 
them  and  their  families,  and  much,  much  more  research  for  curing 
or  preventing  this  before  it  starts.  Unless  you  have  been 
in  contact  with  these  people,  you  just  couldn't  believe  the 
suffering  they  go  through  and  the  hardship  on  the  families. 
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DAVID  J.  ELLIS,  D.V.M. 
EAST  LAIJSING,  MICHIGAN 


SEPTEMBER  25,  1976 


I support  all  efforts  at  your  command  to  help  persons 
afflicted  with  Huntington's  disease  and  their  families.  My 
wife  had  Huntington's  disease.  It  is  much  more  severe  when 
the  father  is  afflicted  as  far  as  the  family  is  concerned. 
Income  stops;  there  has  been  no  help  financially,  medically 
and  physically  for  the  H.D.  family. 

The  needs  are  in  physical  care,  research,  education, 
marriage  counseling  and  financial  assistance. 

I commend  you  for  starting  to  work  on  Huntington's 
disease . 

Huntington's  disease  families  need  help. 
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/VNNt  ELSASSER 

OHIO 


OCTOBER  7,  1976 


This  is,  in  part,  my  testimony. . .hardly  a week  passes 
that  I don't  have  an  urgent  phone  call  from  the  desperate  mate 
of  an  H.D.  patient  - like  this  call  last  week.  It  was  the 
first  time  the  wife  had  spoken  to  anyone  besides  her  physi- 
cian and  the  words  poured  out  - she  didn't  know  this  disease 
was  in  the  family.  Oh  yes,  even  before  their  marriage  she'd 
seen  his  aunt  Thelma  experiencing  the  now  familiar  jerks  and 
contortions,  but  to  the  young  bride  it  was  just  a part  of  old 
age ! 


And  her  now  diagnosed  husband  refuses  medication.  How 
often  I've  heard  these  same  words  and  wondered  if  I,  as  an 
at-risk,  can  really  blame  them.  It  seems  so  much  simpler  to 
convince  oneself  that  H.D.  is  not  a true  diagnosis  than  to 
recall  the  anguish  of  watching  a beloved  parent  deteriorate 
to  a mere  shell  of  the  human  who  shared  many  of  your  happiest 
moments.  But  he  still  knows  that  neurologist  is  correct  and 
he  knows  something  more  - it's  a hopeless  existence  enduring 
perhaps  10,  15  or  even  20  years  of  sheer  hell.  If  he  ven- 
tures into  public,  people  stare  or  even  worse,  because  they 
don't  understand,  poke  fun  at  the  drunk,  so  they  think. 

Really,  isn't  denial  the  easiest  cop-out  for  the  H.D.  patient? 

And  now  she  suspects  their  just  recently  married  18  year 
old  son  may  be  sliowing  early  symptoms.  She  confided  in  his 
wife,  warning  against  pregnancy,  begging  her  not  to  divulge 
this  well-kept  secret.  But  the  daughter-in-law,  young  and 
most  certainly  afraid,  blurts  out  all  to  her  at-risk  husband 
and  now  there's  an  added  concern  of  suicide.  And  all  this 
mother  wanted  for  her  son  was  just  a piece  of  this  thing 
called  happiness  1 

As  we  talk,  she  reveals  she  is  no  longer  married  to  this 
H.D.  patient,  that  more  than  a year  ago  she  could  no  longer 
cope  with  the  situation  and  proceeded  through  all  the 
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ugliness  of  divorce.  But  he  needed  care,  so  now  she's  back 
living  there,  more  understanding  because  now  she  is  more 
knowledgeable  of  the  disease,  but  living  there  in  an  almost 
unbearable  existence. 

And  now  more  pours  out  in  this  conversation .. .how  the 
family  physician  has  indicated  a reluctance  to  continue  minis- 
tering to  the  family;  how  the  husband  refuses  to  accept 
Social  Security  benefits  because  there  is  nothing  wrong  with 
him  even  though  he  counts  his  change  behind  the  TV  set,  afraid 
those  people  will  take  it  from  him;  how  his  sister's  husband 
has  taken  their  children  and  deserted  her  to  a State  Hospital 
and  how  his  brother  has  accepted  the  disease  and  become  a 
patient  at  the  National  Institutes  of  Health.  This  woman  feels 
better  now,  somewhat  relieved  to  know  there  is  someone  else 
who  has  experienced  these  same  things  and  understands  her  em- 
otions, but  it's  only  a temporary  relief.  In  a matter  of 
minutes,  it  will  all  return,  often  in  greater  force. 

You,  the  members  of  the  Huntington's  Disease  Commission, 
must  understand  the  needs  of  this  and  other  H.D.  affected 
families.  With  genetic  counseling  the  mother  and  son  to- 
gether could  have  learned  about  Huntington ' s disease  and  its 
consequences.  Perhaps  with  the  establishment  of  a mini-diag- 
nostic center  conveniently  located  to  highly  populated  H.D. 
at-risks,  medications  will  be  available  to  tranquilize  the 
patient;  thereby,  eliminating  many  family  scenes.  And  above 
all,  with  a greater  awareness  of  the  problems  of  being  a 
member  of  an  H.D.  affected  family,  the  public  will  want  to  be 
involved  and  truly  say,  "there  but  for  the  grace  of  God  go  I." 
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I really  think  there  should  be  some  help  for  someone  like 
him.  He  has  a sister  and  brother  in  their  60 ' s who  have  no 
signs  of  this  and  God  help  my  children  won't  either.  They 
are  41,  38  and  30 . 

Hope  this  information  has  helped  in  some  little  way. 

His  name  is  Clyde. 


2-225 


Ann  Arbor,  Michigan 


October  7,  1976 


ALBERTA  FICKEL 

STERLING  HEIGHTS,  MICHIGAN  SEPTEMBER  15,  1976 


I am  the  wife  of  a victim  of  H.D.  Needless  to  say,  it 
is  a nerve-wracking  experience  for  him,  me  and  our  three  adult 
children . 

He  is  65  years  old  and  has  had  H.D.  since  about  1960. 

He  had  to  retire  from  being  a plumber  in  1968  and  went  to 
being  a plumbing  inspector,  but  was  let  off  from  that  job 
after  about  1 1/2  years  because  he  was  accused  of  being  drunk 
on  the  job. 

He  progressively  got  so  he  could  hardly  walk;  had  to  be 
fed,  shaved,  washed  and  completely  unable  to  do  anything  for 
himself . 

As  for  me,  it  has  sure  been  a great  hardship.  Doctors 
were  no  problem  because  he  only  had  to  go  and  have  a check-up 
about  once  a year,  but  I had  to  be  put  on  Librium  because  I 
spent  most  of  the  time  crying  over  nothing. 

He  could  do  nothing  and  didn't  want  me  to  do  anything 
either,  such  as  playing  solitaire,  needlepointing,  etc. 

Finally  he  kept  asking  to  be  put  in  a nursing  home. 

After  a bit  of  discussion  with  my  family  we  went  looking  and 
put  an  application  in  two  homes  in  June  1975.  He  finally 
got  a bed  in  Woodward  Rest  Home  # 1 in  Romeo,  Michigan,  in 
March  1976.  It  is  clean  and  he  gets  good  care  and  seems 
satisfied  being  there.  He  must  have  realized  what  it  was 
doing  to  all  of  us.  He  never  complains. 

Financially  it  is  a great  strain.  He  has  worked  hard  all 
his  life,  paid  taxes;  but  I can't  get  help  because  we  have  a 
little  saved.  Can't  have  more  than  $2,000  and  how  long  can 
I live  on  that? 

I am  63  years  old  and  cannot  work,  so  I think  the  money 
saved  should  help  support  me  too. 
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DONALD  V.  FITZGERALD 

CINCINNATI,  OHIO  SEPTEMBER  20,  1976 


At  e ena  of  V/orld  V!ar  II  my  brother  was  discharged  from  the  Navy,  He  acquired 
a f.'ur.ily  of  four,  a house  and  became  an  Electronic  Engineer,  He  also  became  ner- 
vous, irritable  and  very  hard  to  get  along  with.  Medical  and  counseling  help 
proved  to  be  of  no  avail.  He  lost  his  family,  house  and  anployment. 

After  a period  of  time  and  series  of  jobs  he  acquired  a second  family  of  three, 
two  houses  and  a less  demanding  job  in  his  career  field.  By  this  time  he  was 
having  obvious  physical  signs.  He  was  pursuing  medical  help  from  various  Doctors 
and  medical  establishments.  Finally,  a veteran's  hospital  diagnosed  his  problem. 
He  again  lost  his  family,  house,  job  and  has  been  passed  through  serveral  veterans 
hospitals  where  he  remains  now,  slow'ly  deteriorating  mentally  and  physically, 
awaiting  his  demise.  My  Grandfather  and  two  uncles  died  of  this  hereditary  di- 
sease, 

1 know  what  it  is  like  to  be  a memLer  of  this  diseased  blood  line,  waiting  out 
the  years  hoping,  that  v;hat  is  happening  to  other  members  of  my  family  doesn't 
happen  to  me  and  my  children. 

Funds  are  desperately  needed  in  order  to  relieve  some  of  the  suffering  and  pro- 
blems Huntington's  disease  causes. 
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ROBERT  C.  FORBUSH 

AUBURN  HEIGHTS,  MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD ^ MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 


How  many  are  afflicted  now?  Four. 
How  many  are  "at  risk?"  Two. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 
No,  you  just  make  the  best  of  things. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

No.  I hope  they  can  find  something  to  stop  it  in  some 
way . 

Were  there  any  financial  troubles? 

No.  The  male  was  working  and  took  care  of  finances. 


Was  there  an  employment  problem? 
No. 


How  were  your  requests  for  assistance  received  or 
refused? 


We  made  no  requests — took  care  of  our  own. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ x/  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 

OTHER: 
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BENJAMIN  E.  FORBUSH 

ROCHESTER,  MICHIGAN  MAY  15,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 

1.  About  my  family  and  relatives: 

How  many  have  died  with  H.D.?  Five. 

How  many  are  afflicted  now?  Seven. 

How  many  are  at  risk?  Fifteen. 

2.  Was  the  afflicted  person  diagnosed  in  a doctor's  office, 
in  a hospital,  or  in  a nursing  home?  Two  in  doctors' 
offices,  four  in  University  of  Michigan  Hospital  Clinic, 
one  in  V.A.  Hospital,  Battle  Creek. 

3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made?  Cared 
for  at  home  until  they  got  so  bad  they  were  put  into 
nursing  homes. 

Were  there  any  financial  problems?  Nursing  homes  are  very 
costly  and  often  poorly  managed  and  understaffed. 

Was  there  an  employment  problem?  Constant  fear  that  your 
employer  will  find  out  about  your  illness  and  force  you 
into  medical  retirement. 

Difficulty  with  insurance  or  disability  payments?  Very 
difficult  getting  life,  auto  insurance.  Have  a brother 
and  a sister  on  disability  payments. 

How  were  your  requests  for  assistance  received  or  refused? 
Two  received  disability  assistance. 

4.  How  has  the  presence,  or  threat,  of  H.D.  affected  your 
social  life?  You  have  a tendency  to  withdraw  from  normal 
social  events  and  it  is  difficult  to  stay  involved  and 
active . 

Has  there  been  extra  stress  placed  on  your  children? 
Pressure  from  moodiness  and  irritability  places  a great 
deal  of  stress  on  my  spouse  and  children. 
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Do  your  children  know  they  are  at  risk?  No. 

5.  In  the  future  I would  most  appreciate  and  hope  for: 

X More  and  better  research. 

X Better  public  understanding  of  the  H.D.  problem. 

X Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

X Relief  from  financial  burdens. 

Other:  H.D.  has  been  threatening  and  killing  within  my 

family  for  generations  now.  Please  help  put  a stop  to 
this  genetic  reign  of  terror  once  and  for  all. 
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Jl'NK  FOSTER 

MAni;;oN  HEIGHTS,  MICHIGAN  JUNE  1,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three  we  know  of  for  sure. 


Hov/  many  are  afflicted  now?  None. 

How  many  are  "at  risk?"  Thirteen  just  in  my  family. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  My  father  was  in 
Pennsylvania  Veterans'  Hospital. 

Any  problems  in  getting  a diagnosis? 

Did  not  know  he  had  H.D.  for  10  years. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No.  He  stayed  in  hospital  until  he  passed  away. 


Were  there  any  financial  troubles? 

Yes,  my  stepmother  had  many  bills  that  she  paid  while 
she  worked,  but  then  Dad  was  taken  to  Veterans'  Hospital, 
which  helped. 


Was  there  an  employment  problem? 

No.  He  hadn't  worked  for  10  or  more  years  because  of 
being  ill.  While  he  lived  in  Michigan  he  was  in  Dearborn 
Veterans'  Hospital  for  awhile. 


How  were  your  requests  for  assistance  received  or 
refused? 

My  father  lived  with  my  stepmother  in  Pennsylvania. 

Things  were  hard  for  her  for  10  years  because  he  was  taken 
from  one  hospital  to  another. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

No,  not  after  Dad  entered  the  hospital.  There  were  a 
lot  of  doctor  bills  before  they  found  out  Dad  had  H.D., 
but  it  took  10  years  to  discover  his  illness. 
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Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 


Has  there  been  extra  stress  placed  on  your  children? 

No,  only  because  they  never  saw  my  father  sick  because  of 
him  being  in  Pennsylvania. 


Do  your  children  know  they  are  "at  risk?"  Yes.  My 
children  are  3,  9 and  .11,  so  we  have  discussed  this  with 
the  9 and  11-year-olds.  They  do  not  realize  yet  that  it 
could  affect  their  personal  life  later  if  I would  have  it. 

I try  to  be  open-minded  about  it  but  it  depresses  me  at  times. 
9.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

(check : ) 

More  and  better  research. 

Better  public  understanding  of  our  problem. 

/T7  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/T7  RELIEF  from  financial  burdens. 

COMMENTS:  I am  34  years  old  and  it  is  on  my  mind  constantly. 

I just  only  pray  for  a cure  before  my  children  and  other  H.D.. 
risk  children  are  grown,  so  they  wouldn't  have  to  face  this 
terrible  disease,  as  our  parents  have  had  to  do.  We  did  not 
know  my  father  had  H.D.  until  he  and  his  wife  (my  stepmother) 
went  to  Pennsylvania  to  live  with  her  family.  He  was  so  ill 
that  she  contacted  Pennsylvania  Veterans'  Hospital  and  he 
was  admitted.  There  was  one  doctor  that  spotted  it  as  soon  as 
he  was  admitted,  because  he's  had  H.D.  patients. 
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We  started  checking  into  our  family  history,  and  found 
out  about  my  grandmother  and  aunt  (Dad's  sister  and  mother). 
I'm  sure  it  goes  back  further,  but  this  dreadful  disease  has 
to  be  wiped  out  for  good,  hopefully  soon  I 

Thank  you. 
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bUKLLA  FRYE 

MOUNT  VERNON,  OHIO  MARCH  1,  1977 


My  husband  has  Huntington's  disease.  We  have  been  fortu- 
nate in  that  he  was  counted  100%  disabled  from  World  War  II 
injuries,  so  has  had  financial  help  through  the  V.A.  But: 

Our  children  are  beginning  to  show  symptoms  of  the  dis- 
ease. There  will  be  no  financial  help  for  them.  They  are  in 
their  late  20 's  and  early  30 's;  soon  unable  to  support  their 
families.  If  their  wives  are  able  to  work  they  won't  be  able 
to  earn  sufficient  money  to  support  the  children  and  pay  for  the 
large  doses  of  medication  (tranquilizers  $50.  to  $100.  monthly) 
and  later  the  need  for  custodial  care,  no  longer  provided  by 
state  hospitals.  They  can't  be  out  earning  a living  and  caring 
for  the  patient  24  hours  daily  also. 

In  our  family  the  disease  doesn't  end  in  15  years.  It 
lasts  30-40  years  I 

In  our  chapter  we  get  frequent  calls  from  families  who 
have  cared  for  these  patients  at  home  until  their  own  health 
has  broken  and  they  need  hospitalization;  but  they  haven't  the 
funds  to  get  care  for  the  Huntington's  disease  mate  while  they 
go  to  the  hospital.  Some  have  had  heart  attacks,  some  strokes, 
and  still  there  is  no  type  of  health  care  that  can  be  obtained 
for  the  Huntington's  disease  patient  when  the  mate  has  his  health 
give  out. 

Last  winter  after  years  of  caring  for  my  husband,  the  doc- 
tor found  my  spleen  enlarged,  and  early  heart  disease  and  ex- 
haustion. Fortunately  the  VA  would  care  for  my  husband  since  he 
already  was  evaluated  as  a 100%  disabled  veteran.  I hope  you 
can  come  up  with  some  sort  of  provision  to  help  our  H.D.  victims. 

Previously  the  state  hospitals  would  take  these  patients. 
That  really  wasn't  the  correct  answer  for  they  need  custodial 
care  and  a peaceful  atmosphere.  Often  in  the  state  hospitals 
our  H.D.  relatives  were  terribly  distressed  and  upset  over  the 
mental  cases  they  were  thrown  in  with.  It  increased  their 
suffering . 
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Could  we  be  allotted  a wing  off  of  the  old  T. 
just  for  H.D.  patients,  with  Federal  funds  to  staff 
for  these  patients? 
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JEAN  L.  GIBBS 

FLUSHING,  MICHIGAN  SEPTEMBER  26,  1976 


We  who  are  coping  with  Huntington's  disease  need  your 

help : 


My  husband,  who  was  diagnosed  in  November  1974 
as  having  H.D.  and  is  now  unable  to  work  at  age  42. 

My  two  teenage  children  who  are  "at  risk"  and  need 
someone  to  talk  to  as  they  worry  now  about  themselves;  and 
later  about  choosing  to  have  careers,  marriage  and  children. 

And  I,  who  required  emotional  counseling  in  order 
to  cope  with  this  fate. 

Our  former  family  doctor  was  unable  to  recognize  my  hus- 
band's problem.  His  words  were,  "I  can  assure  you  he  does 
not  have  H.D.  so  don't  worry  about  it."  He  would  discuss  it 
no  more. 

Our  present  family  doctor  sent  my  husband  to  a neurolo- 
gist who  diagnosed  H.D.  I was  told  he  would  not  be  able  to 
work  long  and  would  require  prolonged  care.  Then  the  doctor 
said,  "But  that  is  not  the  worst  of  it.  You  have  two  children 
who  may  get  the  disease."  This  doctor  was  frank,  but  neglec- 
ted to  use  compassion  and  left  me  with  no  idea  of  how  to  cope 
with  what  I had  been  told. 

The  disease  causes  untold  mental  anguish  as  you  find 
yourself  unable  to  "do  what  you  used  to  do,"  unable  to  walk 
steadily,  and  less  able  to  communicate.  The  loss  of  your  job 
brings  depression  as  you  try  to  face  your  illness  while 
fearing  for  the  financial  support  of  your  family.  Then  you 
wonder  about  yourself.  How  do  you  get  help? 

My  father-in-law  did  not  get  much  help  for  my  husband's 
mother.  The  doctors  couldn't  agree  on  what  she  had,  but  H.D. 
was  never  mentioned  as  a possibility.  He  tried  to  have 
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someone  care  for  her  at  home  but  it  never  worked  out.  The 
help  he  hired  never  stayed  more  than  a few  days.  Finally,  he 
could  care  for  her  at  home  no  longer  and  she  was  becoming  a 
danger  to  her  own  safety.  He  went  to  the  courts  for  help, 
but  the  Judge  would  not  send  her  to  a state  home.  He  said 
she  belonged  in  a nursing  home. 

The  county  would  not  take  her  in  their  home  unless  he 
would  quit  work  (to  lower  his  income),  go  on  welfare,  and 
sign  his  home  and  property  over  to  them. 

He  could  not  accept  this  so  he  continued  working  and 
used  all  his  earnings  to  pay  for  her  care  in  a nursing  home, 
’tshen  he  died  four  years  later,  he  was  still  in  debt  from  the 
costs  he  had  to  bear. 

Very  few  doctors  or  social  workers  are  well  informed 
about  H.D.  and  they  really  do  not  know  how  to  help  unless 
they  have  worked  with  the  problem. 

VTe  need: 

1.  Informied  and  compassionate  doctors. 

2.  Informed  and  understanding  social  workers. 

3.  An  informed  public  who  understands  the 
patient  and  his  problem. 

4.  Homies  who  can  care  for  the  H.D.  patient. 

5.  Financial  breaks  in  the  enorTTiOus  cost  of 
health  care  and,  especially, 

6.  Both  professional  and  lay  people  who 
recognize  the  H.D.  patient  as  a normal 
person  with  a problem  requiring  every- 
one's understanding  and  help. 
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VIOLET  GLENDAY 

OSCODA,  MICHIGAN  FEBRUARY  17,  1977 


I write  this  letter  to  you  intending  it  for  the  HD  study  commission. 

I know  you  through  your  many  activities  with  our  local  chapter  of  CCHD 
and  find  it  easier  to  think  about  what  I want  and  need  to  say  when  I see 
you  in  my  mind. 

I believe  you  know  that  my  husband  William  Everet  Glenday  died  on  6 
October  1975.  Although  the  death  certificate  did  not  say  so,  I believe 
that  Huntington's  Disease  was  the  cause.  I know  this  because  I watched 
him  gradually  change  over  the  many  years  from  a strong,  healthy,  handsome 
man  to  the  emaciated,  helpless,  unable  to  speak  and  be  understood  shell  he 
became  before  his  death. 

Like  other  people  I know  who  have  lived  with  this  disease  for  any 
length  of  time  I find  it  hard  to  remember  and  talk  about,  much  less  write 
about,  things  that  I also  feel  are  important  enough  to  be  brought  to  the 
attention  of  your  commission. 

My  husband  was  first  diagnosed  in  1952  only  after  my  oldest  children, 

James  and  Geraldine,  were  finally  able  to  convince  him  that  the  difficulties 
he  was  having  in  making  himself  understood  in  his  work  as  a paint  and  glass 
salesman  because  his  speech  was  starting  to  slur  and  the  increasing  number 
of  minor  automobile  accidents  he  was  having  going  to  and  from  work  made  it 
past  the  time  that  he  saw  a doctor  to  find  out  if  there  was  a medical  cause. 

I don't  remember  everything  that  Doctor  Curtis  told  us  then.  I know  he 
called  it  Huntington's  Chorea  and  told  us  that  he  had  inherited  it  through 
his  father.  He  also  told  us  that  he  could  have  passed  it  on  to  our  sons, 
which  made  us  both  feel  pretty  bad.  I've  since  learned  that  we  either  mis- 
understood him  or  were  misinformed  because  my  second  oldest  daughter, 

Catherine,  also  is  afflicted.  If  it's  possible,  we  felt  even  worse  when  we 
found  that  out. 

As  the  symptoms  gradually  became  more  obvious  and  could  not  be  controlled 
by  will  power  or  the  drugs  the  doctor  prescribed,  my  husband  was  gradually  de- 
moted to  jobs  requiring  little  or  no  public  contact  and  to  chores  that  he 
could  still  do,  like  running  an  elevator.  We  were  lucky,  in  a way,  his  company, 
Schroeder  Paint  and  Glass,  kept  him  working  as  long  as  they  could,  trying  to 
keep  him  on  the  payroll  until  he  could  receive  retirement  benefits  and  qualify 
for  disability  benefits  under  Social  Security. 
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It  wasn't  until  1966  when  his  loss  of  balance  and  coordination  got  so 
bad  that  he  fell  while  in  the  bathroom  and  snapped  the  sink  right  off  the 
wall,  almost  scalding  himself,  that  I gave  up  on  trying  to  care  for  him  at 
home.  It  scared  me  so  much  that  I wouldn't  be  able  to  get  out  of  a similar 
accident  situation,  because  of  his  size  and  dead  weight,  and  that  he  might 
be  seriously  hurt,  that  I started  trying  to  find  some  way  to  get  him  into 
a nursing  home.  I think  back  to  that  time  now  when  I was  first  trying  to  de- 
cide whether  or  not  I could  still  care  for  him  safely  at  home  and  see  that  I 
was  a bit  foolish  or  even  selfish  in  prolonging  the  moment.  I had  a real 
need  then  for  someone  outside  of  the  family  to  talk  to  about  it.  After  I saw 

how  much  better  off  he  was  in  the  nursing  home  some  of  the  guilty  feeling  that 

came  from  just  thinking  about  taking  him  out  of  his  home  went  away. 

I also  wish  that  I could  have  known  more,  then,  about  the  better  ways  of 
meeting  some  of  his  personal  needs  and  how  to  physically  handle  him  that  I've 
since  learned  through  watching  the  nurses  and  aides  or  that  a lecture  at  a 
CCHD  meeting  taught  me.  I might  have  made  him  more  comfortable  and  maybe  been 

able  to  cope  with  it  a bit  longer.  The  little  tricks  on  how  to  get  him  in  and 

out  of  a bed,  a wheelchair  or  a feeding  chair  and  the  simple  things  that  could 
be  used  to  let  him  feed  or  help  himself  or  help  me  to  help  him  might  have  made 
a difference. 

Thinking  about  wheelchairs,  I would  have  liked  to  have  been  able  to  find 
one  that  I could  afford  to  buy,  rent,  or  maybe  borrow  that  wasn't  a clumsy, 
heavy  relic  or  made  for  indoor  use  only.  He  used  to  like  to  go  with  me  just 
around  the  neighborhood  and  those  old-fashioned  wooden  things  always  got  the 
wheels  caught  in  cracks  and  were  hard  to  manage  up  and  down  curbs.  The  free 
ones  we  first  tried  weren't  worth  the  trouble. 

Our  income,  once  we  were  both  on  Social  Security  was  mostly  enough  to  meet 
most  of  our  daily  living  needs  but  we  couldn't  have  managed  to  survive  without 
help  from  the  welfare  or  social  service  agencies.  It  took  some  doing,  but 
Gerry  managed  to  locate  and  contact  the  right  people  to  help  us  afford  to  use  a 
nursing  home.  It's  too  bad  that  those  helping  agencies  can't  or  don't  advertize 
or  have  a means  of  telling  you  where  to  start  when  you  finally  decide  you  need 
their  help.  It  was  hard  enough  to  admit  needing  their  help  in  the  first  place. 

My  family  always  prided  themselves  on  not  having  to  ask  anybody,  especially  city, 
county  or  state  agencies,  for  anything.  I know  now  that  our  United  Community 
Services  people  can  point  you  in  the  right  direction  and  does  give  information 
on  available  services,  but  you  need  to  know  what  to  ask  for.  Besides  that  I al- 
ways heard  that  you  had  to  be  poor  to  get  help.  We  weren't  poor.  We  had  our 
house,  furniture,  car  and  even  a TV.  I was  afraid  I would  have  to  sell  or  give 
away  those  few  things  we  did  have  before  we  could  do  anything.  I still  don't 
understand  their  sliding  scale  supposedly  based  on  "ability  to  pay"  regulations. 

I really  worried  that  few  dollars  we  had  saved  for  emergencies  had  to  be  below 
somebody's  unrealistic  maximum  amount  before  we  could  qualify. 
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Even  after  we  found  a nursing  home  and  got  the  needed  financial  assistance 
hanging  on  to  enough  money  for  my  own  everyday  living  expenses  was  still  a 
frustrating  chore.  It  seemed  like  each  time  we  got  an  increase  in  Social  Security 
because  of  cost-of-living  adjustments  that  it  was  offset  by  increased  costs  at 
the  nursing  home  for  either  care  or  personal  services  that  really  drained  away 
the  supposed  benefit.  This  particular  problem  went  away  with  his  death.  I only 
have  myself  to  worry  about  now  and  I manage  to  get  by. 


When  I think  about  the  nursing  home  I remember  problems  in  getting  good 
care  consistently.  Some  of  the  most  irritating  moments  there  were  probably 
caused  by  their  constantly  shifting  staff  around  and  their  shortage  of  skilled 
help.  People  working  with  him  were  often  moved  to  other  jobs  or  floors  just 
about  the  time  they  were  getting  used  to  him  and  he  to  them.  Very  few  knew 
what  the  disease  was  or  understood  what  it  had  done  or  was  doing  to  him.  Those 
that  were  good  left  before  very  long  for  better  paying  or  nicer  jobs. 

In  addition  to  care,  little  things  got  to  me.  I wanted  to  keep  him  dressed 
in  his  own  warm  clean  clothes  but  they  always  disappeared.  Other  patients  were 
wearing  his  things  or  they  were  lost  or  stolen.  Even  the  wheelchair  and  wheeled 
feeding  chair  we  bought  for  his  own  use  was  passed  around  and  seldom  available 
to  him.  Personal  possessions  and  grooming  supplies  always  vanished.  Someone 
should  do  something  about  this.  I tried  and  gave  up. 

During  his  last  years  we  talked  about  what  we  could  do  to  help  fight  this 
disease  and  to  find  a cure.  We  both  decided  to  help  in  any  way  with  any  re- 
search project  that  came  up.  We  also  decided  that  when  we  died  we  would  give 
our  brains  to  anybody  who  would  use  it  to  study  the  disease  and  find  out  what  it 
does,  hoping  to  save  our  children  or  their  children  some  of  the  trying  experiences 
we  had  to  endure.  Actually  going  through  with  it  when  he  suddenly  died  was  not 
as  difficult  as  I had  feared,  but  it  seemed  that  anything  that  could  go  wrong 
tried  to  happen.  The  nursing  home  forgot  to  forward  the  consent.  The  hospital 
nurses  didn't  know  the  routine,  the  right  doctor's  weren't  reachable,  you  name 
it.  In  spite  of  everything,  we  did  as  he  wanted  and  I know  he  would  have  apprec- 
ciated  the  dignified  memorial  service.  I did. 

My  son-in-law  Gerald  Wieske  convinced  me  that  I had  something  to  tell  you. 

We  talked  about  this  letter  many  times  over  a cup  of  tea  or  when  he  drove  me  to 
or  from  visits  at  his  home.  He  helped  me  to  remember,  to  find  the  right  words 
and  to  get  them  typed  so  you  could  read  them. 

I hope  that  telling  you  these  few  things  will  help  the  Commission's  work. 

It  s very  existence  gives  me  a little  more  hope. 


Ann  Arbor,  Michiaan 


October  1 , 1976 


MRS.  GORDON  GOERTLER 

-FLINT,  MICHIGAN  MAY  24,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 

1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  One. 

Hov7  many  are  afflicted  now?  One. 

Hov;  many  are  "at  risk?"  Three. 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
/ / Male  /~~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 

Any  problems  in  getting  a diagnosis? 

No. 


2-244 


Aiut  Arbor,  Michigan 


October  7,  1976 


1,  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

At  the  time  of  diagnosis  he  had  to  be  placed  in  a 
hospital,  then  nursing  home. 

Were  there  any  financial  troubles? 

Yes . 


Was  there  an  employment  problem? 
Had  to  quit  working. 


How  were  your  requests  for  assistance  received  or 
refused? 

Tried  to  get  Medicaid  but  couldn't. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

We  didn't  have  much  of  a social  life  because  of  H.D. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ More  and  better  research. 

/ Better  public  understanding  of  our  problem. 

A / Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

A/  RELIEF  from  financial  burdens. 


OTHER: 
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liKTTY  CX)LDING 

HoCMKSTER,  MICHIGAN  MAY  19,  1977 

F<i:SPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 

1.  Aljout  my  family  and  relatives: 

How  many  have  died  with  H.D.?  Three. 

How  many  are  afflicted  now?  None. 

How  many  are  at  risk?  Seventeen. 

2.  Was  the  afflicted  person  diagnosed  in  a doctor's  office, 
in  a hospital,  or  in  a nursing  home?  First,  doctor's 
office;  second,  confirmed  at  University  of  Michigan 
Hospital.  No  problems  in  getting  diagnosis. 

3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made?  Yes. 
Parents  moved  to  apartment;  then  Mother  was  placed  in 
a nursing  home  (three  years) . 

Were  there  any  financial  problems?  Yes.  My  father 
retired  early  to  nurse  my  mother.  No  aid  until  Mom 
was  62. 

Difficulty  with  insurance  or  disability  payments?  Never 
received  any  disability  payments;  told  "not  eligible — 
too  young . " 

How  were  your  requests  for  assistance  received  or  refused? 
Politely.  No  aid  available  in  State  of  Mississippi. 

4.  How  has  the  presence,  or  threat,  of  H.D.  affected  your 
social  life?  Only  a continual  anxiety — never  ending. 
Then--my  children? 

Has  there  been  extra  stress  placed  on  your  children? 

Yes,  in  planning  their  families. 

Do  your  children  know  they  are  at  risk?  Yes. 
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5.  In  the  future  I would  most  appreciate  and  hope  for: 

X More  and  better  research. 

X Better  public  understanding  of  the  H.D.  problem. 

X Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

X Relief  from  financial  burdens. 

My  father  received  only  a Social  Security  check  plus  a 
small  World  War  I pension;  therefore,  he  could  not  pay 
for  Mother's  care  for  four  years  in  the  nursing  home. 

My  two  sisters  and  I contributed  monthly  during  her  stay 
in  the  nursing  home  (Jackson,  Mississippi).  Also  my 
father  relocated  in  1958  to  Jackson,  Mississippi  where 
they  could  live  more  economically,  leaving  their  children 
(moral  and  physical  support)  in  Michigan.  Please  consider 
legislation  to  protect  and  give  financial  aid  to  the 
victims  of  this  horrible  diseasel 
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WYN  GOODWIN 

TOLEDO,  OHIO  SEPTEMBER  22,  1976 


The  problems  of  having  H.D.  in  your  family  are  just 
too  heartbreaking  to  think  about  and  this  is  1976  and  we 
shouldn't  have  to  be  writing  begging  for  help.  It's  time 
something  concrete  was  done.  It's  a disgrace  that  so  few 
doctors  have  any  knowledge  of  H.D.  I can  spot  the  symptoms 
in  a minute.  Most  doctors  lie  about  H.D.  I would  prefer  a 
doctor  to  admit  he  doesn't  know  than  to  tell  me  it  comes 
from  a virus. 

I blame  the  medical  profession  for  not  making  the  public 
more  aware  of  H.D.  My  mother  died  of  H.D.  30  years  ago,  and 
my  sister  died  two  years  ago  and  another  sister  is  showing 
symptoms.  And  anytime  you  drop  anything,  you  think,  I must 
be  getting  it  too. 

I'm  not  afraid  of  death  because  that  would  be  a relief 
never  to  have  to  worry  about  this  lousy  disease  again. 

Thank  God  for  Marge  Guthrie.  She  has  brought  us  hope. 
Without  her  we  would  still  be  afraid  to  say  "Huntington's 
Chorea . " 

There  are  many  people  who  have  H.D.,  but  they  are  afraid 
to  let  anyone  know  because  they  feel  ashamed  or  might  lose 
their  jobs. 

We  need  a lot  of  help  and  soon  for  thousands  of  des- 
perate people. 
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AGNES  GREEN 

FLINT,  MICHIGAN  SEPTEMBER  8,  1976 


Huntington's  Disease  Commission:  I am  writing  you  in 

regard  to  my  family.  My  husband  and  also  his  mother  before 
him  were  victims  of  Huntington's  disease.  Now  my  daughter  is 
also  a victim.  And  her  daughter  was  told  by  Dr.  Kokemen , a 
ISIeurologist  at  the  University  of  Michigan  at  Ann  Arbor, 
Michigan  that  she  had  only  a 50  - 50  chance  of  being  free  of 
the  disease. 

As  I cared  for  my  husband  for  almost  thirty  years,  I was 
unable  to  build  up  my  Social  Security.  Now  at  age  78,  I am 
going  to  home  to  care  for  my  daughter. 

This  is  very  depressing  to  both  my  daughter  and  grand- 
daughter as  there  will  be  no  one  to  care  for  her.  This  is  why 
we  are  all  very  anxious  that  the  government  does  something  to 
grant  more  research.  So  by  the  time  my  grandaughter  reaches 
the  time  of  the  onset  of  this  terrible  disease,  she  may  be 
helped . 

Thank  you  sincerely  from  a very  troubled  mother. 
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JKANETTE  GREGORY 

DETROIT,  MICHIGAN  JUNE  13,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  — 

How  many  are  afflicted  now?  Two. 

How  many  are  "at  risk?"  Five. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 

It  took  all  kinds  of  time  off  from  work  and  tests  over 
and  over  again. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  right  away,  but  a year  later  he  could  not  work  any 
longer;  had  to  have  care  at  home. 


Were  there  any  financial  troubles? 

Financial  aid  was  given  after  many  calls  and  papemvork. 
Again,  tests  had  to  be  taken;  shop  doctor  had  to  examine 
him,  and  he  worked  there  15  years,  which  probably  helped 


V7as  there  an  employment  problem? 

Yes.  He  could  not  continue  working  full  time;  then 
after  a year  he  could  not  work  at  all. 


How  were  your  requests  for  assistance  received  or 
refused? 

Assistance  was  received  all  right,  just  took  long  time 
to  receive  actual  monies. 


W'as  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Difriculty  as  far  as  going  to  his  office  time  after  time 
and  checking  papers  and  doctors  for  proof.  Lot  of 
running  around  and  loss  of  time. 
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A.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Social  life  is  nonexistent;  he  does  not  want  to  leave 
house  or  see  other  people. 


Has  there  been  extra  stress  placed  on  your  children? 

Definitely  yes;  stress  of  helping  to  care  for  him  and  also 
seeing  odd  actions  and  temperaments  and  knowing  they  might 
end  up  with  disease  also. 


Do  your  children  know  they  are  "at  risk?" 
Yes,  very  much  so. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/27  More  and  better  research. 

/T7  Better  public  understanding  of  our  problem. 

AV  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/ky  RELIEF  from  financial  burdens. 

OTHER:  Mostly  help  for  future  children  of  these  people  and 

children  now  existing  to  ease  tensions  for  them  and 
find  medication  for  more  control. 

ADDITIONAL  COMMENTS:  More  money  should  be  funded  to  research 

this  disease  and  give  financial  aid  to  children  of  these  victims 
to  help  them  to  live  a good  life,  like  all  other  future  children. 
Aid  is  needed  for  everyone  concerned  with  this  disease,  espec- 
ially when  it  strikes  people  who  are  young  and  just  starting 
families . 
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MRS.  RUSSELL  HARTMAN 

MUSKEGON,  MICHIGAN  SEPTEMBER  27,  1976 


This  is  my  response  to  your  September  Newsletter.  I 
have  lived  with  Huntington's  for  more  than  40  years.  First 
I watched  my  husband's  mother  die  from  the  disease,  which  was 
not  diagnosed  as  such.  Next,  my  husband.  I watched  my  hus- 
band die  by  inches  leaving  me  with  three  children  to  raise. 
Financial  burden  was  tremendous  after  he  lost  his  job,  in- 
surance cancelled,  etc.  The  emotional  problems  involved  in 
trying  to  keep  the  family  together  and  make  a living  were 
great  with  three  children  "at  risk" . At  17  years  my  son  be- 
came a victim,  just  after  his  father's  death.  After  10 
heartbreaking  years  watching  him  slowly  die,  I buried  him 
just  four  years  ago  at  age  27.  All  this  time  seeking  any 
medical  help  or  advice  I could  get  - but  nothing  really 
helping,  nothing  concrete  to  go  on.  My  husband  died  in  a 
Masonic  Hospital.  I was  forced  to  put  my  son  in  a state 
institution . 

Now,  four  years  later  my  daughter,  age  34,  is  definitely 
showing  symptoms  of  this  dread  disease.  I can  see  it  in  her 
coordination  and  change  in  personality.  She  is  still  teaching 
and  I pray  she  will  be  able  to  continue  her  work,  because  her 
husband  walked  out  leaving  her  with  a nine  year  old  daughter 
to  support  and,  of  course,  who  now  is  "at  risk". 

Her  husband  just  was  not  man  enough  to  accept  the  respon- 
sibility and  give  her  the  support  and  comfort  she  needs  now, 
even  though  he  was  aware  of  the  situation  before  they  were 
married  - so,  once  again,  the  burden  falls  to  me,  her  mother. 

I thank  God  every  day  for  the  strength  and  health  he  has  given 
me  to  be  able  to  cope  with  the  past  40  years.  I still  have  one 
daughter,  age  39,  with  two  children.  As  far  as  I know,  she 
does  not  have  any  signs  of  this  disease.  However,  I know  she 
lives  in  fear  for  herself  and  her  children. 

It  would  be  impossible  to  explain  all  the  heartache,  fin- 
ancial, medical,  nursing,  work,  and  emotional  problems  con- 
nected with  this  terrible  disease.  I just  don't  know  where 
to  turn  for  help. 
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I am  sure  there  are  many  other  cases  similar  to  mine 
throucjhout  the  United  States. 

Huntington's  is  a slow  torture  death  to  everyone  involved 
and  I want  to  do  whatever  I can  to  help  the  Commission  research 
this  disease.  At  this  point  I feel  financial  and  nursing  care 
are  the  biggest  burden  and  can  only  hope  and  pray  that  re- 
search will  be  able  to  find  the  answers  soon.  We  need  more 
research  and  more  public  interest  and  knowledge. 
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JEANNE  HAWKINS 

HOLLY,  MICHIGAl^  SEPTEMBER  17,  1976 


This  letter  is  to  tell  you  some  of  the  problems  I have 
been  involved  with  since  my  mother  was  diagnosed  with  H.D. 

One  of  the  first  problems  was  getting  the  disease 
diagnosed  correctly.  The  local  doctors  treated  her  for 
several  other  things  before  we  took  her  to  Detroit  for  tests 
and  correct  diagnosis. 

After  we  found  out  what  it  was  and  that  it  is  hereditary, 
I had  problems  accepting  the  fact  of  the  possibility  of  my 
getting  it.  I didn't  like  the  thought  of  become  a "vegeta- 
ble" like  my  grandfather  had  been  for  several  years  before  he 
died.  And  it  isn't  pleasant  to  think  of  becoming  a burden  on 
my  husband  and  daughters. 

Then  there  was  the  lack  of  information  concerning  what 
to  expect  in  Mother's  behavior,  for  example:  Why  doesn't 

she  answer  me  when  I ask  her  a question?  Is  it  because  she 
doesn't  understand,  or  doesn't  want  to  answer,  or  maybe  she 
can't  answer. 

My  mother  and  father  still  live  alone  at  their  home,  so 
one  of  us  girls  does  the  laundry  and  cleaning  once  weekly. 

It's  difficult  for  father  because  she  talks  with  him  the 
least . He  also  has  a heart  problem  so  difficulties  with 
Mom  don't  help  his  condition. 

We're  having  problems  administering  her  medication. 

All  daughters  live  at  least  two  miles  away  - impossible  to 
go  over  four  times  a day  and  she  doesn't  take  kindly  to 
father's  reminding  her.  So,  some  days  she  gets  one  dose, 
another  she  takes  a whole  day's  dose  at  one  time.  Finally 
we  had  to  take  her  off  all  medication. 

The  rest  homes  around  the  immediate  area  don't  have  good 
reputations,  which  will  make  visiting  a problem  if  we  took 
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her  to  a decent  one. 

Another  thing  was  when  we  found  out  it  was  H.D.  we  al- 
ready had  a family  of  three,  which  made  one  more  item  to  worry 
about . When  and  how  does  one  tell  their  children  that  they 
might  get  H.D.?  My  sisters  also  had  families  of  their  own 
which  makes  a total  of  nine  grandchildren  involved. 

Well,  these  are  some  of  the  things  that  come  to  my  mind. 
Thanks  so  much  for  listening. 
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MR.  AND  MRS.  NORBERT  HENKELMAN 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  23,  1976 


We  are  very  much  interested  in  getting  all  the  support 
possible  to  help  fight  Huntington's  disease. 

We  know  a family  here  in  our  community  who  are  afflicted 
with  this  disease  and  want  to  help  them  so  badly,  but  we  need 
some  help  from  you. 

Please  pass  or  support  any  bills  to  help  conquer  this 
terrible  disease. 
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y.K.  ANI;  MRS.  WARREN  HENRY 

HnRKEI.KY  SPRINGS,  WEST  VIRGINIA  MARCH  11,  1977 


We  are  writing  to  request  help  for  the  Huntington's  dis- 
ease patient  and  for  their  families.  We  did  not  know  of  this 
disease  until  our  brother-in-law,  Roger  Miller,  was  told  he 
had  Huntington's  chorea  approximately  five  years  ago.  Roger 
is  about  38  years  of  age  and  was  a good  provider  for  his  family. 
They  have  three  small  children  ages  4,  8 and  12. 

Roger  was  able  to  live  at  home  until  this  past  year,  1976. 
The  disease  had  advanced  so  he  needed  to  be  placed  in  a VA  Hos- 
pital in  Martinsburg,  West  Virginia.  The  family  receives  Social 
Security  disability  and  live  right  comfortable;  however,  when 
taxes  are  due,  plus  insurance  on  the  car  and  house  trailer  and 
other  unexpected  expenses,  it  is  quite  a struggle.  The  mother 
tries  to  clerk  at  the  Rescue  Mission  part-time  (about  24  hours 
a week)  during  school  months  when  the  children  are  in  school. 

In  the  summer  she  cannot  work  because  of  a baby  sitting  problem. 
A sitter  would  cost  more  than  she  could  earn. 

Another  situation  my  sister  has  to  cope  with  is  the  fam- 
ily of  her  husband.  They  do  not  want  him  in  the  VA;  they  feel 
he  should  be  placed  in  the  nursing  home  in  Pennsylvania  near 
their  home.  It  would  be  more  convenient  for  them  to  visit  him. 
Also,  they  do  not  think  he  gets  the  proper  care  at  the  VA. 

They  are  certainly  not  considering  his  wife  and  children — this 
will  make  it  inconvenient  for  them  to  visit  him.  Besides,  if 
he  is  placed  in  a nursing  home,  it  will  mean  that  most  of  his 
Social  Security  check  will  go  towards  his  expense  at  the  nursing 
home.  Of  course,  the  children  will  get  their  check  and  the 
wife  may  get  a small  amount  but  not  enough  for  her  to  meet  pay- 
ments on  the  house  trailer  and  their  little  Pinto  car.  She 
does  not  want  to  go  on  Welfare. 

We  have  a very  nice  nursing  home  here  in  Berkeley  Springs 
and  it  is  VA  approved.  Roger  would  love  to  be  placed  here 
where  he  would  be  closer  to  the  children.  For  some  reason  the 
administrator  does  not  like  to  accept  VA  patients.  I cannot 
understand  how  they  can  refuse  to  take  him  as  a VA  patient. 

We  think  of  my  brother-in-law's  feelings--it  is  so  sad. 
Sometimes  he  is  like  a little  child — he  wants  to  please  his 
mother  and  dad.  Then  too,  he  loves  his  children  and  wife  and 
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seems  so  concerned  at  times  as  to  how  they  are  getting  along. 
The  children  love  their  daddy  but  shy  away  from  him  some. 

They  had  a few  bad  experiences  at  home  before  he  was  admitted 
to  the  hospital. 

We  shudder  to  think  of  the  future  of  the  children — what 
chance  do  they  have  of  having  Huntington's  disease  when  they 
are  older?  Perhaps  by  that  time  there  will  be  more  help — 
hopefully  a cure.  We  are  delighted  to  hear  what  the  Committee 
of  Huntington's  Disease  is  doing  and  would  encourage  Congress 
to  appropriate  more  money  for  the  Committee  to  Combat  Hunting- 
ton's Disease. 

Thank  you  so  much  for  taking  the  time  to  read  this 
letter;  it  is  rather  lengthy  but  feel  that  something  more  has 
to  be  done  for  the  H.D.  patient  and  the  family  who  suffers 
with  him  too. 
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MRS.  MADALYN  C.  HIGGINS 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  23,  1976 


Neither  I nor  members  of  my  family  have  Huntington's 
disease.  I write  therefore  with  no  thought  of  personal 
ga  in . 


I am  familiar  with  the  disorder  through  my  company's 
several  donations  to  research  on  the  subject.  Probably  no 
more  insidious,  tragic  affliction  blights  mankind. 

As  tuberculosis  and  polio  are  no  longer  with  us  because 
of  research,  so  also  can  be  H.D.  Please  do  your  utmost  to 
secure  funds  under  some  Federal  programs  for  research  into 
this  dread  disease. 
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BETTY  HUTCHINS 

COLDWATER,  MICHIGAN  SEPTEMBER  23,  1976 

My  husband  has  H.D.  He  is  from  a long  line  of  H.D. 

Of  course  I want  to  keep  him  at  home  but  I do  have  to  work 
so  I went  to  the  V.A.  to  talk  to  them.  Clyde  is  a Vet. 

World  War  II.  I wanted  to  know  if  Clyde  has  to  go  to  a 
hospital  where  he  would  go.  They  told  me  he  could  not  go 
to  a V.A.  Hospital  because  they  were  not  equipped  for  that 
type  of  illness.  He  would  have  to  go  to  a State  Mental 
Hospital  with  padded  cells  and  I would  have  to  pay  the 
fees.  I could  not  keep  up  with  such  a large  bill  and  live 
too. 


I think  the  pressure  of  these  medical  treatments  and 
financial  problems  and  our  children  and  grandchildren  at 
risk  is  the  reasons  for  suicide  in  so  many  H.D. 

Clyde  is  not  this  bad  yet  and  with  so  much  love  around 
him  I hope  he  won ' t ever  be . 
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PAULINE  JEWSBURY 

FARMINGTON  HILLS,  MICHIGAN  JUNE  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 


Hov/  many  are  afflicted  now?  One. 


How  many  are  "at  risk?"  Eight. 


This  disease  not  in  my  family  but  I am  writing  for  a 
/~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


Any  problems  in  getting  a diagnosis? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

He  entered  Veterans'  hospital;  released  to  a nursing 
home;  rejected  there  because  they  couldn't  live  on 
Social  Security  and  veterans'  pension. 

Were  there  any  financial  troubles? 

This  desperate  family  has  no  health  care,  so  he  is  home 
without  help.  He  is  not  eligible  for  any  so-called  "help." 


Was  there  an  employment  problem? 

He  has  not  worked  in  10  years  or  more. 


How  were  your  requests  for  assistance  received  or 
refused? 

Refused — they  own  an  old  car  which  they  need  to  get  him 
back  and  forth;  a house  is  not  considered  a necessity. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

He  gets  Social  Security  and  Veterans'  pension,  but  no 
other  help  they  need. 
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A.  Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Mis  wife  has  gone  nowhere  in  years. 


Has  there  been  extra  stress  placed  on  your  children? 

The  children  of  this  family  are  taking  care  of  their 
father . 


Do  your  children  know  they  are  "at  risk?" 
Yes  . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/x/  More  and  better  research. 

/^7  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens - 


OiHLR:  My  brother's  family  is  desperate — they  need 

help.  He  is  home  because  they  cannot  get  enough  aid 
to  live  on. 
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JOHN  R.  KATELEY,  PH.D. 

LANSING,  MICHIGAN  OCTOBER  6,  1976 


expe^Xence^  uuX/i  Huntington' 6 PX6eo6e  (HVj  hav^  obtatmd  pHtmoAtty  vta 
a AQ^zanck  pAojzct  to  dzvekop  dtagnoittc  laboAxutoAy  t2At^  to  tdzntily  tndXvtduaJU 
zoAAytng  thz  HV  gznz.  Although  my  actual  contact  with  HV  pattcntA  hai  been 
tlmtted,  the  empathy  and  conccAn  ioA  thei>e  patients  and  thelA  {fOmWiei  ts  oveA- 
Lchelmlng.  That  evenyone  ^ulleAA  tn  an  HV  gamely  ti>  a i>ad  tAuth.  Since  the 
om>et  oi  HV  geneAatly  occuAi  between  the  ages  o^  35  to  50  yeoAJ>,  the  ieoA  that  one 
may  tnheAtt  the  HV  gene  ^Aom  a poAent  with  HV  Is  constantly  pAesent.  Mental, 
social,  and  physical  anguish  Ij>  Aeadlly  appoAent  ^oA  tho6e  at  Atsk  ^OA  this  disease. 
Those  who  escape  HV  themselves  gnleve  ^oA  the  HV  patient  and  o^ten  have  to  make 
family  and  financial  sacAl^^lces, 

Social  woAkeAS  oA  public  health  nuAScs  could  be  Invaluable  counseloAS  when  the 
symptoms  o{^  HV  become  appoAent.  When  adjustment  to  hospitalization  Is  necessoAy, 
these  same  social  woAkeAS  could  be  o^  help  In  suck  dl{^(^lcult  times,  family  doctoAS, 
neuAologlsts,  psychlatAlsts , geneticists,  psychologists , public  health  oUlclals, 
and  physical  theAaplsts  could  also  pAovlde  ImpoAtant  seAvlces  ^oA  families  with 
HV.  That  most  o^  these  seAvlces  ojie  not  Aeadlly  available  In  the  Mid- Michigan 
oAea  Is  a dlspoAaglng  {^eellng  {^oA  these  families. 

fAequent  questions  which  I have  encounteAed  In  my  discussions  with  HV  families  ate'. 

1.  Mames  o^  community,  state,  oA  ^edeAal  agencies  In  which  HV  {^amilles 
can  contact  ^OA  In^oAmatlon  AegoAcUng  psychological  and  social 
counseling,  and  economic  aid  - who  oAe  they,  and  what  pAeAequisltes 
oAe  needed  to  qualify. 

2.  Aaz  thexe  state  oa  national  medical  centexs  which  pAovlde  health 
coxe  pAlmaxlly  ^oa  individuals  with  HV. 

3.  ReseoAch  on  diagnostic  and  dxug  txeatment  pAogAoms  ^OA 
HV  patients  - what  Is  being  done,  whexe  do  we  ^Ind  the 
Aesults,  and  how  can  we  paxtlclpate. 

kwaxeness  o^  the  social  and  mental  anxieties  and  economic  buAdens  {,0A  {^omilles 
with  HV  In  the  Mid-Michigan  axea  and  acAoss  the  countxy  Is  beginning  to  emexge. 

A national  plan  to  assist  HV  patients  seems  appAopAlate.  This  plan  should  be 
compAehenslve  and  Aapldly  Implemented.  Additional  ^unds  ^OA  educational  and 
Aeseaxch  pAogAoms  must  also  be  ^oAthcomlng,  {^oA  It  Is  thxough  these  eHoAts 
that  Huntington's  Vlsease  will  be  eHectively  contxolled  avid  hopefully  exadlcated. 


2-266 


Ann  Arbor,  Michigan 


October  7,  1976 


WILMA  JOANNE  KERNS,  R.N. 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  29,  1976 


I have  personally  observed  two  families  whose  members 
have  been  victims  of  Huntington's  disease. 

The  psychological  and  physical  trauma  suffered  by  these 
families  is  most  crippling.  Any  Federal  monies  could  not  be 
spent  in  any  more  needed  area  than  in  research  for  education 
and  a treatment  for  Huntington's  disease  and  related  neuro- 
logical disorders. 
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MRS.  CAROL  E.  KLEPACK 

ST.  CLAIR  SHORES,  MICHIGAN  SEPTEMBER  28,  1976 


I am  writing  you  at  the  request  of  the  CCHD  Michigan 
chapter  in  which  I am  a member.  I am  24  years  old 
and  **at  rielc”  for  Huntington's  Disease.  My  father 
was  diagnosed  in  the  spring  of  1974  at  the  age  of  71. 
As  you  can  see,  a person  is  never  free  from  the  worry 
and  concern  of  inheriting  this  genetic  disease.  Even 
when  "at  risk"  parents  are  in  upper  years,  they  cannot 
be  sure  they  are  clear  of  this  genetic  trait  since  it 
can  strike  at  any  time. 

We  would  like  to  see  more  research  money  appropriated 
to  KIH  by  the  Federal  Government  for  direct  research 
into  HD.  Maybe  with  more  research  into  DNA  we  may 
find  the  link,  since  DMA  governs  our  heridity  and 
genetic  makeup.  At  least  a detection  would  be  better 
than  going  through  life  never  knowing  the  future  until 
the  actual  symptoms  appear..  A detection  would  also  be 
vital  in  family  planning. 

Quoting  from  the  Committee  to  Combat  Huntington's 
Disease  pamphlet,  "What  is  Huntington's  Disease." 

"HD  patients  occupy  one-tenth  of  the  chronic  care 
hospital  beds  in  the  United  States .. .Current ly  100,000 
individuals  are  affected  with  HD  in  the  United  States 
and  that  number  climbs  steadily." 

We  need  funds  that  will  help  these  countless  thousands 
of  victims  of  HD  and  their  families.  Our  only  hope 
relys  on  your  research.  Please  help  us,  Federal  fund- 
ing is  vital  to  us  and  our  future  generations. 
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MRS.  BETTY  KOBRIN 

BENTON  HARBOR,  MICHIGAN  SEPTEMBER  28,  1976 


I have  become  acquainted  with  Huntington's  Disease  through 
literature  I have  read,  and  through  personal  contact  with  a 
family  that  I know.  Neither  I nor  members  of  my  family  have 
this  disease,  and  so  I write  only  because  of  my  concern  for 
others . 

I know  that  research  funds  are  desperately  needed.  I also  am 
aware  of  the  financial  burden  placed  upon  families  of  HD  patients 
who  need  long-term  care. 

As  many  other  diseases  have  been  controlled  or  eradicated  through 
research,  I believe  this  is  very  possible  for  HD.  Please,"  there- 
fore, do  all  that  you  can  to  secure  funds  for  research  and  assistance 
to  families  in  caring  for  their  loved  ones. 
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JAMES  M.  ROSTER 

WESTPHALIA,  MICHIGAN  MAY  17,  1977 


I am  writing  this  letter  to  try  to  give  you  my  thoughts 
on  H.D.  My  wife  Mary  Ann  has  this  disease;  Mary  Ann's  mother, 
brother,  and  sister  all  died  with  this  disease.  There  are  at 
least  11  persons  who  are  at  risk  of  getting  this  disease. 

I learned  of  Mary  Ann's  problem  in  the  year  of  1968.  I 
was  told  by  our  family  doctor. 

Mary  Ann  worked  for  General  Motors.  Prior  to  1968,  she 
was  having  a hard  time  at  work , and  was  sent  to  many  company 
doctors,  but  all  I ever  heard  from  these  doctors  was  that  it 
was  her  nerves . 

After  1968  things  started  to  go  bad  rapidly,  everything 
from  attempts  on  her  own  life  and  on  mine  to  a fire  in  our  home. 

Mary  Ann  has  been  in  a community  mental  health  center, 
a State  mental  institution,  and  a nursing  home.  At  the  pre- 
sent time  she  is  at  home  under  the  care  of  an  L.P.N.  5 days 
per  week,  my  care  nights  and  weekends. 

Financially,  the  load  has  been  heavy,  and  if  it  were  not 
for  a private  insurance  company,  which  pays  most  of  the  cost 
of  the  L.P.N. , I feel  I would  have  been  broke  4 years  ago. 

Social  life  for  us  has  been  nothing  in  the  past  9 years. 

I guess  if  I would  have  to  describe  it,  I would  call  it  a 
nightmare . 

In  closing,  I guess  the  only  good  thing  I can  say  about 
this  is  that  Mary  Ann  and  I do  not  have  any  children,  so  at 
least  I won't  have  to  see  them  suffer.  To  me  words  cannot 
explain  how  I feel,  and  the  suffering  Mary  Ann  has  had  to  go 
through. 

Please  get  something  going  to  try  to  save  the  children. 
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MRS.  MARIAN  KRIEGER 

BARODA,  MICHIGAN  SEPTEMBER  27,  1976 


I have  just  learned  of  the  establishment  of  the  Hunting- 
ton's Disease  Commission.  Whereas  I do  not  have  any  member  of 
my  own  family  afflicted  with  it,  I do  have  a very  close  friend 
whose  husband  has  been  suffering  with  it  for  several  years. 

I do  know  how  dreadful  it  can  be  and  the  hardship  and  anxiety 
it  causes  not  only  the  afflicted  but  the  other  members  of  the 
family  as  well. 

Needless  to  say,  we  hope  your  Commission  will  put  forth 
every  effort  to  provide  funds  and  any  other  assistance  to  the 
researching  and  conquering  of  Huntington's  disease. 
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DALE  D.  LANDIS 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  23,  1976 


It  has  been  brought  to  my  attention  that  you  will  soon  be 
discussing  the  possibilities  of  giving  Federal  funds  to  the 
Huntington's  disease  problem.  May  I strongly  urge  you  to 
support  this  program. 

I am  aware  of  this  disease  and  am  acquainted  with  a 
family  who  are  struggling  with  this  problem.  I do  hope  that 
Federal  funds  will  be  given  to  be  used  for  research  and  for 
aid  to  the  families  afflicted  with  this  problem. 


2-272 


Ann  Arbor,  Michigan 


October  7,  1976 


JANICE  LANDRAU 

CINCINNATI,  OHIO  SEPTEMBER  1,  1976 


This  letter  is  in  answer  to  your  request  for  testimony 
in  connection  with  the  public  hearings  to  be  held  by  the 
Federal  Commission  for  the  Control  of  Huntington's  Disease 
and  Its  Consequences. 

My  mother  had  Huntington's  disease.  Dad  passed  away  in 
1970  and  didn't  share  a lot  of  his  troubles  with  us.  What  I 
can  recall  is  very  sketchy.  As  far  back  as  I can  remember 
Mom  had  "a  problem."  Some  days  were  better  than  others.  We 
never  knew  what  to  expect  as  sometimes  she  was  very  violent. 
Eventually  we  realized  that  her  "bad  days"  were  constant. 

My  father  had  taken  her  to  various  doctors.  In  1953  Dad  put 
her  in  a nursing  home.  While  in  the  nursing  home  she  was 
given  shock  treatments.  Being  a family  of  limited  financial 
means  it  was  impossible  to  keep  her  in  a nursing  home.  Dad 
found  it  necessary  to  commit  Mom  to  Longview  State  Hospital 
for  the  mentally  ill.  She  was  there  from  1953  until  1965 
when  she  died.  During  this  long  period  of  time  we  had  little 
contact  with  any  doctor.  The  only  information  concerning  her 
we  received  would  be  from  the  attendant  on  duty  at  visiting 
time . 


My  sister,  age  43,  has  H.D.  She  has  had  it  at  least  13 
or  more  years.  We  began  to  notice  a severe  personality  change, 
a great  deal  of  body  movement,  and  falling  approximately  seven 
years  ago.  I decided  that  she  needed  help  and  went  to  talk 
with  her  family  physician.  He  was  most  kind,  but  did  not  know 
about  H.D.  In  fact,  he  went  and  got  a medical  book  and  came 
back  and  told  me  that  it  was  very  rare  when  H.D.  passed  from 
generation  to  generation.  Also,  he  read  that  H.D.  was  a rare 
disease.  He  got  out  her  medical  records  and  found  out  that 
she  had  been  diagnosed,  at  age  30,  as  being  in  the  early 
stages  of  H.D.  This  diagnosis  was  made  at  Rollman  Receiving 
Hospital,  Cincinnati,  Ohio.  When  I spoke  to  her  husband  about 
these  facts,  he  said  he  never  was  informed  of  the  diagnosis. 


2-273 


Ann  Arbor,  Michigan 


October  7,  1976 


At  one  time,  my  sister  told  me  she  was  going  to  end  up  like 

Mom,  as  they  told  her  she  had  H.D.  when  she  was  at  Rollmans. 

This  was  when  she  was  32  or  33  years  old.  I laughed  and 
shrugged  it  off  as  we  were  told  Mom's  "problem"  was  not 
hereditary. 

About  four  years  ago  (a  year  after  talking  with  her 
family  doctor)  an  incident  occurred  that  brought  everything 
out  in  the  open.  Phyllis  and  I had  been  shopping;  a con- 
versation about  decorating  came  up.  She  began  to  cry  and 
stated  there  was  no  use  for  her  to  plan  anything  in  the 

future  - she  had  H.Dl  I told  her,  yes,  I knew  as  I had  gone 

to  see  Dr.  Stagaman.  I assurred  her  I would  do  all  I could 
to  help  her.  She  refused  to  see  a specialist  at  this  time. 

That  evening  she  went  home  and  talked  with  her  husband 
about  having  H.D.  This  was  the  first  time  they  talked  about 
"her  problems."  She  then  changed  her  mind  about  getting 
medical  help.  The  next  day  she  went  to  see  Dr.  Stagaman,  her 
family  doctor.  He  was  honest  and  told  her  he  could  not  help 
her  as  he  did  not  know  how  to  treat  H.D.  He  suggested  she 
go  to  the  Neurological  Clinic  at  General  Hospital,  Cincinnati, 
Ohio.  She  has  been  an  outpatient  there  approximately  four 
years.  She  is  taking  Haldol  and  is  very  controlled.  The 
violent  temper  is  gone,  shakes  are  gone  and  she  is  not  falling 
as  much.  She  tires  easily,  at  times  her  speech  is  garbled 
and  her  handwriting  is  almost  illegible.  At  this  point  we 
feel  she  will  not  have  to  be  hospitalized.  If  she  does,  we 
really  do  not  know  of  any  place  for  her. 

Up  until  about  four  years  ago  she  worked  as  a key-punch 
operator.  She  became  so  bad  with  H.D.  that  it  was  necessary 
for  her  to  quit.  She  applied  for  total  Social  Security  dis- 
ability and  received  it  without  any  problems. 

The  medical  profession  must  be  better  informed  of  H.D. 
and  the  treatment  of  the  H.D.  patient. 

The  general  public  should  be  aware  of  H.D.  and  its 
problems.  Perhaps  some  day  we  can  get  this  disease  out  of 
the  " closet . " 

I would  like  to  see  facilities  available  for  the  H.D. 


2-274 


Ann  Arbor,  Michigan 


October  7,  1976 


patients  who  have  to  be  hospitalized. 

I would  like  to  see  much,  much  more  research  going  on 
for  the  control  of  H.D.  I worry  about  my  three  nephews 
(ages  22,  20  and  17) , my  brother  (age  46)  and  myself  (age  41) 
coming  down  with  H.D. 
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DONNA  LEWIS 

BENTON  HARBOR,  MICHIGAN  SEPTEMBER  29,  1976 


I am  aware  of  Huntington's  Disease,  not  through  my  family  but 
friends  and  fellow  employees  who  have  this  disease. 

I believe  federal  funds  for  medical  research  would  be  most  helpful. 
Thank  you. 
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PAUL  R.  LINDEMUTH 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  28,  1976 


I am  addressing  this  statement  to  you  to  explain  the 
particular  problems  faced  by  my  wife  and  myself.  My  father- 
in-law,  Paul  F.  Clausen,  has  had  Huntington's  disease  for 
almost  15  years.  His  wife,  Barbara,  has  surely  sent  a let- 
ter describing  the  traumas  suffered  by  their  family,  so  I 
will  not  go  into  those. 

My  wife  Karen  has  suffered  more  than  any  one  should  ever 
be  allowed  to  suffer.  The  psychological  effects  of  this  dis- 
ease have  put  much  strain  on  her.  For  instance,  the  tragedy 
of  her  father  rejecting  her  (during  his  stage  of  denial  and 
depression)  has  made  her  insecure.  But  knowing  this  has 
made  it  better  to  deal  with  it.  Also,  she  has  been  denied 
the  comforts  of  a two-parent  family;  seeing  her  friends  and 
relatives  in  "normal"  situations  is  a source  of  deep  pain 
for  her  today,  and  I'm  sure  this  pain  will  last  forever. 

Furthermore,  the  pressure  of  being  "at  risk"  has  been 
hard  for  Karen  and  for  us.  We  would  like  children  of  our  own 
but  cannot  until  a control  drug  is  found.  No  way  do  we  de- 
sire to  have  any  children  go  through  what  Karen  has  had  to  go 
through.  I also  do  not  desire  to  see  the  woman  I love  turn 
into  another  person,  completely  unable  to  care  for  herself  if 
she  becomes  ill.  I know  that  the  way  the  laws  are  now,  I 
would  receive  very  little  help.  Karen  becoming  ill  will,  at 
the  very  least,  take  all  our  money  and  then  some  to  provide 
for  her  care.  And,  at  the  worst,  force  me  to  give  up  respon- 
sibility for  her  and  let  the  state  put  her  in  some  "mental" 
institution,  maybe  hours  from  where  I live. 

There  are  three  main  areas  that  need  to  be  conquered: 

1 . A cure  or  control  drug  to  combat 
the  illness. 
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2.  Major  medical  insurance  through 
the  government  needs  to  be  assured 
to  prevent  the  breakup  of  many 
homes  through  divorce,  separation 
and/or  bankruptcy. 

3.  Counseling  aid  for  affected 
families.  This  will  direct 
affected  families  to  the  best 
medical  aid,  counsel  families, 
and  educate  them  as  to  what 
lies  ahead. 

People  in  the  Committee  to  Combat  Huntington's  Disease 
raise  funds  by  holding  rummage  sales,  toy  days,  donations, 
etc.  To  me,  it  is  absurd  to  see  our  government  grant  hun- 
dreds of  dollars  to  research  projects  that  only  benefit  the 
researcher  and  no  one  physically.  Also,  to  see  the  billions 
of  dollars  wasted  on  the  space  programs  and  defense  seem  just 
a bit  hypocritical  according  to  the  ideas  this  nation  was 
founded  on. 

Thank  you. 
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MRS.  CORDELIA  MARTIN 
(WRITTEN  BY  GERALD  N.  WIESKE) 

DETROIT,  MICHIGAN  SEPTEMBER  20,  1976 


I have  been  asked  by  Mrs.  Thomas  (Cordelia)  Martin  to 
relate  the  facts  pertinent  to  her  past  and  future  as  a victim 
of  Huntington's  disease  that  might  be  of  interest  to  this 
Commission. 

Cordelia,  nicknamed  "Corky,"  (nee  Ashley)  is  34  years 
old,  the  mother  of  four  children:  Lisa  (14),  Camie  (13), 

Mary  (12),  and  Tommy  (9).  Her  present  address  is:  Barton 

Nursing  Home,  722  East  Grant  Boulevard,  Detroit,  Michigan 
48207. 

Corky  understands  that  she  inherited  HD  through  her 
mother,  Alice  Ashley  (nee  Ayoub) , now  deceased.  (Mrs. 
Ashley's  diagnosis  was  confirmed  by  autopsy.) 

Corky  was  14  years  old  when  her  mother  died.  She  lived 
with  her  sister,  Julie,  and  her  brother,  Nick,  until  Nick 
entered  the  Armed  Services.  Because  of  financial  circum- 
stances preceding  and  immediately  following  their  mother's 
death,  the  Ashley  children  were  declared  wards  of  the  court. 
After  Nick's  joining  the  service,  the  girls  were  placed  in  a 
Lutheran  Children's  Home.  Corky  had  difficulties  adjusting 
to  the  regime  of  the  home,  ran  away  and  got  into  some  legal 
difficulty  that  required  her  retention  in  the  State  Youth 
Home  at  Adrian,  Michigan,  for  2 years. 

On  release  from  Adrian  at  the  age  of  17,  Corky  lived 
with  Mr.  and  Mrs.  John  Williams  (Effie  was  Corky's  maternal 
aunt)  for  a short  time  until  she  met  and  married  her  first 
husband,  Donald  Overy.  The  marriage  lasted  for  3 years. 
During  this  time,  three  children  were  born  and  then  the 
marriage  terminated  by  divorce.  Donald  had  problems  in  sup- 
porting his  family  and  had  the  additional  unacceptable  habit 
of  inflicting  physical  cruelty  on  Corky. 
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About  3 years  after  the  divorce.  Corky  met  and  married 
Thomas  Martin,  who  fathered  Tommy,  Jr.,  prior  to  being 
arrested  and  convicted  on  criminal  charges  requiring  his  in- 
carceration in  the  state  prison. 

With  the  assistance  of  State  Welfare  programs  and  Aid 
to  Dependent  Children,  Corky  was  able  to  successfully  main- 
tain a home  and  raise  her  children  until  the  physical  ravages 
of  HD  (primarily  uncontrollable  flexions  and  chorea  movements) 
made  it  impossible. 

Corky  was  initially  diagnosed  at  age  26,  at  Henry  Ford 
Hospital  of  Detroit.  A friend,  Mary  Raliegh,  concerned  about 
Corky's  increasingly  slurred  speech,  lack  of  coordination  and 
what  seemed  to  be  drunken  movements  (Corky  was  a very  moder- 
ate drinker)  persuaded  her  that  she  should  seek  medical  help. 

The  cooperation  of  Corky's  aunt  and  uncle  (mentioned 
earlier) , the  help  obtained  through  various  Social  Service 
workers  (especially  Sharon  Jameyson  of  ADC) , and  the  assis- 
tance of  personal  friends,  helped  Corky  keep  her  family 
together  until  two  years  ago.  At  that  time,  arrangements 
were  made  for  the  custody  of  the  first  three  children  to  be 
returned  to  their  natural  father  (he  had  maintained  visiting 
rights  through  the  years)  and  for  the  youngest.  Tommy,  to  be 
placed  in  the  home  of  Corky's  close  friend,  Carolyn  Salvador, 
as  a foster  child.  Corky  then  became  a resident  of  the 
Barton  Nursing  Home. 

So  far,  the  nursing  home  expenses  are  covered  by  State 
aid.  Social  Security  Disability  Benefits  or  Medicaid.  The 
only  exception  is  her  telephone  bills.  Her  husband,  Tom,  is 
able  to  pay  that. 

Corky's  problems  as  of  now  are: 

*Being  separated  from  her  children. 

*Frustration  at  not  being  able  to  control  her  body. 

*Not  being  able  to  manage  her  personal  grooming. 

*Increasing  difficulty  in  communicating  with  others. 

*Having  little  contact  with  people  her  own  age. 
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♦Regrets  for  the  loss  of  those  entertainment  or 
recreational  activities  (from  dancing  to  simply 
playing  cards)  that  require  even  minimal 
coordination . 

Corky's  most  wistfully  expressed  hopes  are; 

♦That  her  children  have  not  inherited  this 
insidious  disease. 

♦That  she  hears  before  she  dies  that  a means  has 
has  been  found  to  control  its  most  distressing 
symptoms . 
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MRS.  DORIS  MCNITT 
MRS.  DOROTHY  HILLIARD 

LANSING,  MICHIGAN  SEPTEMBER  29,  1976 


We  are  very  much  interested  in  providing  the  commission  with  information 
from  our  experiences  with  our  mother,  two  aunts,  and  our  grandmother,  all 
afflicted  with  Huntington’s  Disease. 

The  earliest  that  we  are  aware  of  with  Huntington's  Disease  in  our 
family  is  our  grandmother,  Alice  McAfee.  She  had  three  daughters  - our  mother, 
Ethel  Sebrell,  and  two  aunts.  Myrtle  Jones  and  Beatrice  Monroe,  all  afflicted 
with  Huntington's  Disease. 

Our  mother  was  married  twice.  From  the  first  marriage  an  only  child,  a son, 
died  in  a mental  institution  at  the  age  of  16.  From  the  second  marriage  to  our 
father,  Raymond  Sebrell,  our  family  consists  of  seven  children.  Presently 
we  are  sure  one  of  us,  a sister  (Jean  Foster),  has  Huntington's  Disease.  Our 
mother  first  showed  signs  of  HD  about  age  56  or  57.  Since  none  of  us  has 
reached  that  age,  the  rest  of  us  are  still  in  the  risk  age  of  getting  the 
disease.  Our  mother  regressed  with  Huntington's  Disease  slowly  for  about  ten 
years,  then  for  the  last  eight  years,  her  condition  deteriorated  rapidly  with 
physical  chorea,  although  her  mind  was  alert  until  the  time  of  her  death  at 
age  74  in  1972. 

Fortunately  our  father  retired  early  at  age  62  and  was  thus  able  to  spend 
most  of  his  time  caring  for  mother.  At  his  age  this  was  a great  burden,  both 
physically  and  financially.  He  not  only  assumed  the  housework,  but  helped 
mother  with  her  bath  and  other  personal  needs.  We  all  helped  out  when  we  could. 

In  the  fall  of  1972  our  mother  fell  and  broke  her  leg  forcing  her  to  spend 
many  months  at  Sparrow  Hospital  in  Lansing.  Since  we  were  unable  to  find  someone 
to  care  for  her  at  home  with  the  leg  cast,  we  placed  her  in  Provincial  House 
Nursing  Home.  The  nurses  seemed  very  considerate  and  sensitive  to  her  conditions, 
both  the  Huntington's  chorea  problem  and  the  broken  leg. 

In  providing  adequate  care  for  mother,  our  father  spent  about  $7,000  of  his 
life  savings  and  eventually  had  to  dispose  of  his  property  except  for  his  small 
home  and  a personal  car  before  any  outside  help  was  available.  Our  mother's 
social  security  and  Medicaid  thus  partially  paid  her  bills  until  her  death.  Both 
aunts  were  also  patients  and  died  in  this  same  convalescent  home  before  our 
mother's  death . Although  we  feel  that  mother  and  our  aunts  were  well- treated  in  both 
Sparrow  Hospital  and  Provincial  House,  it  would  have  been  more  practical  and  have 
been  able  to  have  a half-way  home  or  similar  place  where  they  could  have  been 
placed.  This  would  provide  more  of  a home- like  atmosphere  where  one  of  us  could 
have  cared  for  her  and  at  the  same  time,  the  necessary  facilities  would  be 
readily  available  to  provide  for  the  proper  care. 
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MRS.  GAIL  MILLER 

BERKELEY  SPRINGS,  WEST  VIRGINIA  FEBRUARY  25,  1977 


I'm  writing  you  to  ask  you  to  please  help  us. 

My  husband  has  H.D.  He  is  totally  disabled  and  in  a 
hospital  awaiting  placement  in  a nursing  home.  I am  no  longer 
able  to  care  for  him  at  home.  He  is  39  years  old. 

We  have  three  children,  ages  4,  8,  and  11.  I have  to  work 
to  help  supplement  our  income.  I don't  have  much  education  and 
it's  very  difficult  for  us  to  get  along.  I really  don't  know  how 
we  are  going  to  make  it. 

I'm  asking  you  to  please  do  something  to  help  ease  our  bur- 
den and  other  families  who  are  affected  by  this  dreadful  disease. 

I f my  husband  is  placed  in  a nursing  home,  his  disability 
from  Social  Security  will  be  taken,  leaving  my  three  children 
and  myself  with  very  little  to  live  on  from  Social  Security  and 
my  job.  Nursing  homes  are  not  anxious  to  accept  H.D.  patients. 

My  husband  is  in  a Veterans  Hospital  and  they  don't  want 
to  keep  him  there  although  they  have  a nursing  home  there  at  the 
VA  Hospital.  No  one  seems  to  want  to  help  the  person  with  H.D. 
and  it's  really  not  fair. 

My  husband  was  a good  worker,  husband  and  father  until  he 
was  stricken  down  with  this  dreadful  disease.  He  is  very  upset 
over  our  welfare  and  the  fact  that  he  is  no  longer  able  to  sup- 
port us. 

So  please,  please  do  something  for  the  H.D.  patients  and 
families . 

Thank  you  and  may  God  Bless  You. 
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ROSALIA  MOCERI 

DETROIT,  MICHIGAN  JUNE  9,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  m.any  have  died  with 

H . D . ? One . 

How  many  are  afflicted  now?  Two. 


How  many  are  "at  risk?"  Four. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 

The  disease  was  not  diagnosed  for  many  years.  It  was 
thought  to  be  that  he  was  an  alcoholic.  The  disease 
was  understood  when  he  was  no  longer  able  to  control 
his  muscles. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No . 


Were  there  any  financial  troubles? 

No,  only  because  there  were  Chrysler  Disability  benefits 
and  Social  Security  benefits  paid. 


Was  there  an  employment  problem? 

Yes.  He  was  unable  to  do  his  job  correctly.  He  was 
laid  off  on  disability. 


How  were  your  requests  for  assistance  received  or 
refused? 

There  were  many  places  that  he  was  sent  for  help  that  had 
no  idea  c■^  how  to  cope  with  him  and  his  disease. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes.  There  were  many  months  of  waiting  and  much  too 
much  paper  work. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

He  has  no  social  life.  He  is  unable  to  carry  a normal 
conversation  and  he  feels  very  threatened  by  surroundings 
other  than  his  own  home. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  The  children  are  unable  to  have  anyone  come  to  the 
house  for  fear  of  what  he  may  do. 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ yJ  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/X/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 


OTHER: 
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MRS.  KENNETH  NAGEL 

TOLEDO,  OHIO  MAY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? ? 


How  many  are  afflicted  now?  Five. 

How  many  are  "at  risk?"  Thirty-four. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor’s  office, 
in  a hospital  or  in  a nursing  home?  Veterans  Hospital, 
Ann  Arbor,  Michigan. 

Any  problems  in  getting  a diagnosis?  No. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

For  some,  but  not  for  my  husband.  He  is  at  home.  His 
brother  Bill  is  in  the  Soldier-Sailor  Home  in  Sandusky, 
Ohio. 


Were  there  any  financial  troubles? 

Many.  Everything  is  so  high  now,  but  Social  Security 
is  very  slow  at  giving  us  a raise. 


Was  there  an  employment  problem? 

Yes.  As  soon  as  my  husband  was  diagnosed  his  boss  let 
him  go. 


How  were  your  requests  for  assistance  received  or 
refused? 

We  were  refused  at  the  VA  and  food  stamps,  so  I got  a 
3-hours-a-day  job,  but  this  helps  a little  bit. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

My  husband  can't  get  hospital  insurance  now  and  it  took 
about  a year  to  get  his  disability  payment.  If  Social 
Security  gives  us  more  money,  his  disability  payment 
goes  down  the  same  amount.  So  we  never  get  any  more 
money . 


2-288 


Ann  Arbor,  Michigan 


October  7,  1976 


How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

People  like  our  friends  and  family  are  just  the  same,  but 
when  we  go  somewhere  new  you  can  tell  people  are  looking 
at  him. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  They  can't  help  but  think  about  this  afflicting 
them.  Please  give  them  hope  by  more  research. 


Do  your  children  know  they  are  "at  risk?" 
Yes  . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/J7  More  and  better  research. 

/x7  Better  public  understanding  of  our  problem. 

/)^  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

OTHER:  Give  us  more  tax  breaks,  like  house  tax  and  city  tax, 

because  this  takes  away  so  much  of  our  money. 

COMMENTS;  Please  do  something  for  all  the  families  with  this. 
May’ve  if  we  received  relief  from  financial  burdens  and  know 
for  sure  more  research  is  going  on,  we  can  have  more  hope . 
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MRS.  KEN  NAGEL 

TOLEDO,  OHIO  AUGUST  21,  1976 


Here  are  a few  of  our  problems  and  comments  about  the 
battle  with  Huntington's  disease.  My  husband  has  the  dis- 
ease . 

1.  Good  Medical  Care,  this  is  hard  to  find.  He  go 
to  the  Toledo  Mental  Health  Center.  He  get  his  pills  and 
the  doctors  asked  him  how  he  feels,  this  is  all  they  do. 

2.  As  soon  as  his  company  found  out  about  the  disease, 
they  let  him  go.  This  hurt  him  as  bad  as  the  disease  did. 
This  was  in  1974. 


3.  Financial  Problems  are 
old  son  and  a daughter  at  home, 
higher.  We  can  not  get  hospital 
can't  afford  it  if  we  could. 


many.  We  have  a 16  year 
Prices  are  high  and  going 
insurance  on  him,  but  we 


4.  I don't  know  where  we'll  put  him  when  we  can  no 
longer  take  care  of  him  at  home.  Right  now  he  get  up  to 
eat  and  personal  needs.  He  is  weak  and  it  is  hard  on  the 
family  to  see  him  getting  so  weak  and  dull.  His  brain  is 
going  out  little  by  little,  like  slowly  turning  out  a light. 


5. 

having 

daughte 

another 

6. 

nigh tma 
so  weak 

7. 

So  far 
4 6 and 
Ken  is 
and  is 
his  Dad 
43  year 


I looked  at  my  family  and  think  about  my  kids 
a 50/50  chance  of  getting  this  rotten  disease.  Our 
rs  are  26  and  24  and  our  son  is  16.  We  also  had 
son  who  died  when  he  was  5 years  old. 

Huntington's  is  not  only  a disease,  but  also  a 
re.  When  you  watch  a strong  and  bright  person  get 
and  dull. 

Ken  has  6 sisters  and  1 brother  in  his  family, 
three  contacted  the  disease.  His  brother  Bill  is 
is  in  the  Sailors  and  Soldiers  Home  in  Sandusky,  Ohio. 
50  and  is  still  home  with  his  family.  Barbara  is  49 
at  home.  His  mother  is  74  but  the  disease  came  from 
's  side  of  the  family.  His  father  died  in  1944  at 
s of  age. 
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I wish  that 
the  families  with 
We  need  helped  in 
rainbow  after  the 


our  country  would  do  more  to  helped  all 
this  disease  and  all  the  other  diseases, 
a lots  of  ways.  Me  are  trying  to  see  a 
storm . 
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MARY  NOWAKOWSKI 

DETROIT,  MICHIGAN  MAY  15,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 

1.  About  my  family  and  relatives: 

How  many  have  died  with  H.D.?  One  sister,  age  46,  died 
1970;  two  brothers,  age  49,  died  1964,  and  age  50,  died 
1968. 

How  many  are  afflicted  now?  None. 

How  many  are  at  risk?  Three.  Two  nieces  of  brother  who 
died  in  1964,  ages  29  and  30,  and  one  nephew  of  brother 
who  died  in  1968,  age  29. 

2.  The  afflicted  persons  diagnosed  in  the  hospital — all  three — 
Ford  Hospital. 

Any  problems  in  getting  a diagnosis?  No.  Oldest  brother 
diagnosed,  then  all  other  family  members. 

3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made?  Bro- 
ther's wife  divorced  him  and  then  brother  unable  to  hold 
job.  Moved  in  with  me  (sister) . Had  no  way  to  support 
himself.  Sister  also  moved  in  with  me. 

Were  there  any  financial  problems?  Yes.  Since  brother 
had  no  means  of  support,  I was  forced  to  borrow  money  to 
support  him  and  sister.  I,  the  single  sister,  went  broke 
trying  to  maintain  a home  for  three  adults  on  one  lousy 
office  worker's  salary. 

Was  there  an  employment  problem?  Sister  could  no  longer 
perform  on  her  job  and  was  forced  to  quit.  Employment 
service  would  not  send  her  out  on  other  work. 

Difficulty  with  insurance  or  disability  payments?  On 
brother's  death,  life  insurance  premiums  returned.  No 
insurance  to  pay  for  funeral  of  brother  so  balance  of 
funeral  paid  off  on  installment  plan,  other  than  the 
$255  Social  Security  amount  paid. 
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How  were  your  requests  for  assistance  received  or  refused? 
When  seeking  assistance  of  home  aide  for  sister,  was 
given  the  brushoff  or  runaround  until  a personal  contact 
was  made  through  union  source. 

4.  How  has  the  presence,  or  threat,  of  H.D.  affected  your 
social  life?  Being  responsible  for  sister's  care  and 
needs,  totally  eliminated  all  social  life. 

Has  there  been  extra  stress  placed  on  your  children? 

Not  applicable. 

Do  the  children  of  brothers  know  they  are  at  risk?  Yes. 

5.  In  the  future  I would  most  appreciate  and  hope  for: 

X More  and  better  research,  especially  more.  But 

doctors  today  look  for  easy  solutions.  Huntington's 
chorea  is  too  tough  for  them  to  spend  their  time. 

X Better  public  understanding  of  the  H.D.  problem. 

X Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

X Relief  from  financial  burdens,  help  with  visiting 
nurse . 

Other:  Help  with  home  care  if  person  other  than  patient 

has  to  work  to  support  themselves ; a housekeeper  or  aide 
to  feed  patient,  bathe  patient,  do  patient  laundry. 

In  1964 , I wrote  to  the  American  Medical  Association 
President  in  Chicago  to  do  something  about  H.D.  He  answered 
me  saying  H.D.  was  "fortunately  curable." 

I sent  him  many  articles  from  medical  books  from  Lafayette 
Clinic  about  H.D.  and  told  him  to  get  all  the  medical  books 
corrected  because  the  books  were  in  error.  The  President  of 
A.M.A.  acknowledged  receipts  of  the  articles,  but  did  not 
admit  his  stupidity,  and  the  doctors  haven't  learned  too 
much  more  today.  If  it's  something  easy,  they'll  tackle  it — 
but  if  it's  Huntington's  chorea,  they  turn  their  backs. 
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It's  hard  to  sit  and  write  up  the  stress,  the  frustration, 
the  futility  one  has  experienced  when  caring  for  an  H.D. 
patient--10  to  15  years  of  hopelessness,  then  to  find  that 
the  children  of  the  deceased  H.D.  patient  are  showing  signs 
of  H.D.  and  realizing  the  same  frustrations  are  the  future 
10-15  years. 
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EVELYN  PARTIN 

CANTON,  MICHIGAN  JUNE  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  I am  the  "wife"  (for  a few  months  yet)  and  daugh- 
ter-in-law of  H.D.  victims. 

Hov/  many  are  afflicted  now?  Two  (that  I know  of)  . 


How  many  are  "at  risk?"  Three  (that  I know  of)  . 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Neurologist's 
office . 

Any  problems  in  getting  a diagnosis? 

Yes;  the  first  neurologist  believed  my  mother-in-law  to 
have  a "benign  chorea,"  told  me  to  get  information  from 
relatives  who,  it  turned  out,  knew  no  more  than  I did  about 
it.  Suspecting  it  was  H.D.,  I contacted  CCHD  for  a doctor 
dealing  with  H.D.  patients.  I made  an  appointment  for 
my  mother-in-law;  a pneumoencephalogram  confirmed  H.D. 
Diagnosis  on  my  husband  was  then  easier. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Just  that  my  husband  has  not  been  able  to  accept  H.D.  and 
its  problems,  takes  everything  out  on  me,  has  "wild  fits" 

(beat  me  up  for  insignificant  reasons  three  times  in  the 
last  nine  months,  has  threatened  to  kill  me) . We  are  now 
getting  a divorce  so  we  will  have  different  living  arrangements. 
Were  there  any  financial  troubles? 

Psychiatrists;  neurologists;  social  workers;  uncertain, 
confusing  insurance--YES I 


Was  there  an  employment  problem? 

My  husband  was  deathly  afraid  his  employer  would  find  out 
about  it.  My  husband  began  to  be  haunted  by  what  he  would 
do  when  he  could  no  longer  teach.  He  began  devoting  99.9% 
of  his  "free  time"  to  this,  ignoring  all  responsibilities 
and  his  family. 


How  were  your  requests  for  assistance  received  or 
refused? 

CCHD,  U.  of  M.  genetic  counseling,  all  ended  up  as  basically 
useless  sources  of  assistance.  I never  was  able  to  really 
get  any  positive  "mental"  assistance. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


My  mother-in-law  needed  only  a 
to  get  disability;  my  husband 
face  those  problems  yet. 


letter  from  the  neurologist 
age  40)  has  not  had  to 
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How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Would  DIVORCE  be  considered  changing  one's  social  life?? 
(Yes,  I am  VERY  bitterl) 


Has  there  been  extra  stress  placed  on  your  children? 

Could  there  POSSIBLY  be  a answer?  Their  whole  futures — 
job,  marriage,  and  family--are  in  TOTAL  jeopardy! 


Do  your  children  know  they  are  "at  risk?" 

Yes.  (They  are  16,  17  and  19. 

Wouldn't  it  be  rotten  to  have  a SURPRISE  after  marrying  and 
having  several  children  to  THEN  find  out?? 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

( check : ) 

/”x7  More  and  better  research.  i only  wish  I had  the  means 
to  contribute  more  myself. 

/~  Better  public  understanding  of  our  problem. 

/“7  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/~^  RELIEF  from  financial  burdens. 

OTHER:  Counseling  for  families  being  destroyed  by  this  rotten 

disease  1 

COMMENTS:  Huntington's  disease,  as  one  psychiatrist  told  me, 

is  one  of  the  most  horrid  of  diseases  because  of  the  insidious, 
unpredictable  way  it  destroys  individuals  and  families.  I can 
certainly  attest  to  that.  Since  my  husband  found  out  about 
having  H.D.,  he  has  been  through  a depression,  hospitalization, 
had  his  kids  turned  against  him  because  of  his  actions , des- 
troyed his  marriage,  been  seen  regularly  by  psychiatrists  and 
social  workers — and  hospital  tests  showed  that  there  ISN'T  EVEN 
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DAMAGE  DONE  TO  THE  BRAIN  as  yet!!  This  is  all,  they  tell  me, 
because  of  the  implications  of  the  disease.  After  2 years  of 
hoping  for  SOMETHING  positive,  I have  finally  acceded  to  the 
demands  of  my  children  and  husband,  the  suggestions  of  four 
social  workers  and  a lawyer  to  leave  him.  The  alternative^  they 
all  told  me,  is  that  the  rest  of  us  will  "go  crazy,"  too. 

The  worst  hurt  is  what  is  facing  my  children  I I 
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MRS 

. ESTHER  PIEHL 

ST  . 

JOSEPH,  MICHIGAN 

SEPTEMBER  28, 

1976 

I have  become  acquainted  with  Huntington's  Disease  through 
literature  I have  read,  a film  I have  seen  and  through 
personal  contact  with  a family  that  I know.  Neither  I nor 
members  of  my  family  have  this  disease,  and  so  I write  only 
because  of  my  concern  for  others. 

I know  that  research  funds  are  desperately  needed.  I also 
am  aware  of  the  financial  burden  placed  upon  families  of 
HD  patients  who  need  long-term  care.  Also,  I am  very 
concerned  for  the  two  children  in  this  family  . . . they  are 
in  their  early  twenties  and  a way  to  help  them  must  be 
found.  Please  help  these  young  people,  even  though  it  is 
too  late  for  their  father. 

As  many  other  diseases  have  been  controlled  or  eradicated 
through  research,  I believe  this  is  very  possible  for  HD. 
Please,  therefore,  do  all  you  can  to  secure  funds  for 
research  and  assistance  to  families  in  caring  for  their 
loved  one. 
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FRANK  PRITCHARD 

FERNDALE,  MICHIGAN  SEPTEMBER  20,  1976 


My  wife  has  H.D.  for  12  years.  These  12  years  has  been 
slow  death  for  her,  myself,  and  my  five  children. 

With  H.D.  in  the  family  you  feel  so  lost,  there  is  no 
place  to  turn  to  for  help.  At  this  time  my  children  have 
no  better  chance  in  the  future  than  my  wife  has  right  now 
in  fighting  H.D. 

Our  doctor  tells  me  ever  so  often  there  is  nothing  I 
can  give  your  wife  to  help  her. 

She  walks  like  a drunk. 

She  talks  like  a drunk. 

She  falls  like  a drunk,  but  she  is  a respectful  woman. 

People  stare  at  her. 

Children  laugh  at  her. 

I see  Jerry  Lewis  on  T.V.  raise  all  that  money  for  that 
sickness,  and  here  we  are  with  H.D.  with  no  help  from  any- 
one . 


Some  doctors  don't  even  know  what  it  is. 

We  need  help  and  I hope  your  commission  will  get  this 
story  to  Congress. 
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MRS.  NORMAN  PETERS 

DETROIT,  MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1,  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 

How  many  are  afflicted  now?  Two. 

How  many  are  "at  risk?"  Nine. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Family  doctor. 


Any  problems  in  getting  a diagnosis? 

Our  doctor  happened  to  know  and  our  grandfather  had  it. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  immediately.  But  it  was  a problem  as  the 
disease  progressed. 


Were  there  any  financial  troubles? 
Definitely  I 


Was  there  an  employment  problem? 

Dad  was  only  56  when  he  had  to  quit  work. 


How  were  your  requests  for  assistance  received  or 
refused? 

All  were  refused  except  for  medicine  needs. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Took  a year  to  prove  his  disability  with  no  financial 
assistance.  No  known  group  to  help. 
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4.  Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
aff<*cted  your  social  life? 

My  own  outlook  is  good.  I am  53  and  have  escaped  so  far 
but  my  dad's  sister  was  hit  at  60. 


Has  there  been  extra  stress  placed  on  your  children? 

Not  at  present  but  we  have  five  and  I hope  and  pray  it 
isn't  in  my  genes  I 


Do  your  children  know  they  are  "at  risk?" 

At  present  they  are  not  but  they  know  they  might  possibly 
be  (because  my  dad's  sister  did  get  it  at  60) . 


( check : ) 

/~^  More  and  better  research. 

Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

OTHER:  My  sister's  family  has  to  cope  with  her  at  home.  His 

income  is  too  great  to  receive  any  aid  and  he  can't  afford  any  help. 

COMMENT.^ ; To  educate  the  public  so  those  afflicted  can  go  on 
working  and  feeling  useful  for  a longer  period.  The  appearance 
of  being  drunk  is  very  degrading  and  it's  a shame  people  can't 
see  the  difference.  My  dad  was  humiliated  many  times  going  to 
and  from  work.  Nursing  care  should  be  offered  when  it  is  the 
mother  in  a family.  It  is  so  very  hard  on  the  children,  espec- 
ially if  they  are  younger.  My  mother  could  never  have  handled 
the  procedures  we  went  through  to  get  help  if  she  would  have 
been  alone.  Doctors  need  to  know  more  of  this  I 

Thank  you. 


The 

5.  In 
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MARY  E.  PHILP 

DETROIT,  MICHIGAN  MAY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Four. 


Hov7  many  are  afflicted  now?  Three. 


Hov/  many  are  "at  risk?"  Thirty-f orty . 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/ / Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital  (sister) . 


Any  problems  in  getting  a diagnosis? 


No. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 


No. 


Were  there  any  financial  troubles? 


No. 


Was  there  an  employment  problem? 


No. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

No  problems  so  far.  Sister  lives  in  Florida  and  visits 
relatives  and  old  friends  two  or  three  times  a year  in 
Detroit. 


Has  there  been  extra  stress  placed  on  your  children? 

Only  because  of  the  fact  they  could  be  at  risk,  and  their 
children  when  they  marry  and  have  children. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ x/  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/X/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 


OTHER: 
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JKAN  A . RAYMER 

LIVONIA,  MICHIGAN  OCTOBER  5,  1976 


The  disease,  Huntington's  chorea,  runs  in  my  family.  I'm 
writing  to  tell  you  some  of  the  problems  that  we've  had  with 
this  disease. 

My  mother  died  four  years  ago  from  Huntington's  disease 
(H.D.).  She  was  sick  for  ten  years,  the  last  five  years  of 
her  life  of  which  she  was  in  the  hospital.  When  she  first 
became  ill,  we  took  her  to  several  doctors  who  told  us  she 
was  having  a nervous  breakdown.  We  knew  that  wasn't  true 
because  her  sister  had  been  ill  with  H.D.  for  about  six  years 
and  we  recognized  a lot  of  the  same  symptoms.  We  told  the  doc- 
tors about  this  disease  in  her  family  and  they  kept  saying  they 
didn't  think  she  had  it.  Finally,  after  almost  five  years,  a 
specialist  agreed  that  she  had  H.D.  Not  long  after  that  the 
doctors  recommended  hospital  care. 

The  next  problem  we  had  was  finding  a place  for  her.  The 
nursing  homes  cost  too  much  money.  The  only  place  we  could  put 
her  was  in  Northville  State  Hospital,  a mental  hospital  located 
near  us.  Then  came  another  problem.  We  had  to  have  her  declared 
mentally  ill  by  a court  before  the  hospital  would  admit  her. 

The  hospital  doesn't  have  proper  facilities  for  bedridden 
patients.  My  mother  actually  died  of  a heart  attack;  she  had 
undiagnosed  pneumonia  and  she  died  while  sitting  in  a wheelchair 
in  a room  all  by  herself.  She  weighed  about  70  pounds  at  her 
death.  She  was  helpless.  She  couldn't  do  things  for  herself. 

She  should  not  have  been  in  a wheelchair. 

I'd  like  to  know  why  helpless  people  are  neglected.  I'd 
like  to  know  why  doctors  don't  know  how  to  diagnose  this  dis- 
ease. I've  been  wondering  for  years  why  there  hasn't  been  much 
interest  in  this  terrible  disease.  It's  been  around  a long 
time.  There  should  be  more  humane  treatment  and  a better  place 
than  a mental  hospital  for  sick  H.D.  people. 

When  someone  first  gets  sick  with  H.D.  other  people  think 
you  are  drunk  or  mentally  sick.  Neighbors  start  talking  (they 
can  be  vicious)  and  friends  shy  away.  You  lose  your  job  and 
can't  get  another  one.  Other  problems  are  that  nursing  homes 
cost  too  much,  the  family  members  that  are  not  sick  also  need 
help.  We  could  use  counseling  for  our  mental  anguish. 
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Besides  my  mother  having  this  disease,  her  sister  and  her 
father  also  died  from  this  disease.  (Her  father  died  in  1923.) 
I have  three  brothers  and  we  all  have  a 50-50  chance  of  getting 
H.D.  It's  very  hard  to  live  with  this  fact  that  I may  get  H.D. 
It's  like  sitting  in  a courtroom  for  40  years  wondering  if 
you're  getting  the  electric  chair  or  are  going  to  be  set  free. 
The  wondering  and  the  years  of  waiting  are  very  hard.  I can't 
begin  to  tell  you  how  hard. 

My  mother  was  only  43  when  she  got  sick,  53  when  she  died. 
My  aunt  was  only  44  when  she  got  sick,  57  when  she  died.  I'm 
33  this  month  and  I don't  mind  saying  that  I'm  more  afraid  each 
year  that  goes  by.  I'm  not  afraid  of  dying,  I'm  only  afraid  of 
getting  Huntington's  disease.  I pray  that  you  will  help  us  and 
give  us  some  hope,  if  not  for  us  then  for  our  children. 
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ANTHONY  RENNON 

FOWLERVILLE,  MICHIGAN  MAY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1 . 


About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 


How  many  are  afflicted  now?  Two. 


How  many  are  "at  risk?"  Two  children,  3 grandchildren. 

This  disease  not  in  my  family  but  I am  writing  for  a 
/~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


Any  problems  in  getting  a diagnosis? 

No,  we  had  no  problem  with  diagnosis,  but  at  the  time 
there  was  not  much  in  medical  books  about  H.D.  That  was 
in  the  early  60 's. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  until  1975,  when  I no  longer  could  handle  my  wife. 
Then  I finally  placed  her  in  a nursing  home. 


Were  there  any  financial  troubles? 

Yes,  while  she  was  home  I had  to  have  my  daughter  and 
husband  move  in  with  us  and  pay  them  by  letting  them 
live  there.  Then  I fought  from  1972  to  1975  for  help  to 
place  my  wife  where  she  could  get  proper  help.  But  I ran 
into  all  kinds  of  difficulties.  Finally,  in  1975,  Welfare 
did  help.  I now  pay  $380  per  month  for  her  care. 


Was  there  an  employment  problem? 

Yes,  after  a while.  She  could  no  longer  do  her  housework 
and  now  my  son  has  been  unemployed  since  January  1975. 

He  now  draws  Social  Security  Disability  and  lives  with  me. 


How  were  your  requests  for  assistance  received  or 
refused? 

First  refused  until  I contacted  my  state  representative, 
Tom  Share.  They  (Welfare)  told  me  to  get  a divorce. 

That  was  the  only  way  they  could  help. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Can't  get  any  insurance. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

I became  an  alcoholic  and  spent  time  in  a mental  ward. 

I lost  my  job,  went  through  bankruptcy.  Nov7  we  don't  go 
many  places  because  my  wife  is  very  hard  to  handle. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes,  my  two  daughters  live  in  fear  of  getting  H.D.  One 
has  two  children  and  one  has  one. 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ y/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/ >/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/V  RELIEF  from  financial  burdens. 


OTHER: 
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FERNE  RENWICK,  R.N. 

FENTON,  MICHIGAN  NOVEMBER  10,  1976 


Four  years  ago — May  '72 — my  mother  was  diagnosed  as 
having  Huntington's  disease.  She  was  52  years  old.  She  has 
lost  one  brother  and  one  sister  who  had  it.  Another  brother 
died  who  apparently  had  it,  although  it  was  never  diagnosed. 
Another  sister  possibly  has  it  at  this  time.  She  has  not 
been  diagnosed  as  having  it,  but  appears  to  be  getting  the 
symptoms . 

At  the  time  mother's  case  was  diagnosed,  her  movements 
were  minimal.  She  had  periods  of  confusion.  Her  doctor  made 
the  diagnosis  from  an  eye  twitch  and  leg  movements.  He 
started  her  on  Haldol.  She  refused  to  take  it  at  all  for  a 
while,  then  it  was  spastically.  She  did  not  want  daddy  to 
remind  her  when  it  was  medicine  time,  would  not  answer  the 
phone — so  that  we  could  not  call  her  to  remind  her,  and  we 
(her  daughters)  could  not  go  there  three  times  a day  to  see 
that  she  took  it.  When  she  finally  accepted  that  maybe  the 
medicine  might  help  her,  she  did  start  taking  it  with  a fair 
degree  of  regularity.  It  decreased  some  of  her  movements  and 
seemed  to  improve  her  mental  outlook.  She  had  become  so 
active  that  she  would  break  an  oak  rocking  chair  apart  in 
about  two  months'  time.  She  seems  to  have  shut  the  whole 
world  out--particularly  daddy.  She  will  carry  on  very  little 
conversation — very  seldom  speaks  to  daddy  unless  he  does 
something  that  she  doesn't  like.  Because  of  this  hostility 
to  my  father,  he  has  had  problems  with  high  blood  pressure 
and  angina.  He  recently  had  to  be  hospitalized  to  have  a 
heart  catheterization.  Mother  dresses  herself  (often  with 
dirty  clothes  that  she  has  hung  back  up) , takes  care  of 
body  needs  (elimination,  eating) , sometimes  combs  her  hair. 
Occasionally,  she  fixes  TV  dinners  for  them — but  often  as  not 
she  does  so  at  an  inappropriate  time  or  temperature  so  that 
they  are  either  dried  out,  burned  or  cold. 
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I see  that  she  gets  a weekly  bath,  manicure  and 
pedicure.  My  sister  or  I do  her  hair,  do  the  farm  bookwork, 
shopping,  take  her  for  doctor  appointments  (with  my  father), 
do  the  laundry,  clean  her  house  and  try  to  take  care  of  any 
other  needs  that  they  may  have  come  up.  We  are  both  married 
and  have  families,  so  at  times  this  becomes  quite  a burden. 
Another  sister  (also  married)  lives  about  50  miles  away. 

She  occasionally  takes  mother  for  a few  days. 

One  sister  has  3 girls,  the  other  has  4 boys.  I have  a 
boy  and  a girl.  Because  of  the  nature  of  Huntington's 
disease,  both  sisters  had  had  their  tubes  tied.  My  husband 
objects,  so  I have  been  on  the  pill  for  more  years  than  I 
like . 


My  husband  refused  to  admit  or  believe  that  there  is 
anything  seriously  wrong  with  mother--if  you  ignore  it,  it 
will  go  away.  He  also  feels  that  if  daddy  would  show  her  who 
is  boss,  she'll  snap  out  of  it. 

Occasionally,  mother  will  talk  with  old  friends  if  she 
can  be  seated — she  falls  easily  if  she  tries  to  stand  still. 

A short  time  ago,  she  fell  against  the  bedroom  window, 
breaking  it  and  sustaining  a small  cut.  My  sisters  are 
pushing  for  convalescent  home  care.  The  doctor  says  no. 
Besides,  daddy  barely  makes  a living  now  on  his  farm.  It  is 
also  my  understanding  that  he  owns  too  much  property  to 
qualify  for  any  aid,  and  there  is  no  way  at  this  time  that  he 
can  swing  another  $600.00  per  month.  He  also  says  he  prefers 
to  have  her  home  for  as  long  as  possible. 

I have  barely  scratched  the  surface  on  how  Huntington's 
disease  has  affected  our  family.  Perhaps  you  can  see  from 
the  above  that  there  are  many  problems. 

Mother's  father  had  H.D.  for  30  years  before  dying  at 
the  age  of  70.  He  had  9 children--one  died  as  an  infant.  Of 
the  eight  who  lived  to  adulthood,  3 have  H.D.,  and  2 possibly 
have  it.  Four  of  that  five  have  had  alcohol  problems,  as 
did  their  dad.  Apparently  his  mother  had  it--my  great 
grandmother. 
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I hope  that 
for  listening  to 


this  will  be  of  some  help  to  you. 
me . 


Thank  you 
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WILLIAM  W.  RICE 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  29,  1976 


I am  personally  acquainted  with  a family  whose  senior 
male  member  is  afflicted  with  Huntington's  disease. 

It  is  a terrible  disease  and  from  what  I can  find  out, 
relatively  unknown. 

I think  the  Federal  Government  should  appropriate  funds 
to  do  some  serious  research  into  this  disease. 
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JUDITH  A.  RICHARD 

ALPENA,  MICHIGAN  MAY  17,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 

1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three. 

How  many  are  afflicted  now?  One. 

How  many  are  at  risk?  Eleven. 

2.  Was  the  afflicted  person  diagnosed  in  a doctor's  office, 
in  a hospital,  or  in  a nursing  home?  Doctor's  office. 

Any  problems  in  getting  a diagnosis?  Very  little  known — 
misdiagnosis . 

3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made?  Yes. 

My  mother  spent  nine  years  at  Travers  City  State  Hospital 
and  six  years  in  nursing  homes.  My  uncle  spent  15  years 
in  the  state  hospital. 

Were  there  any  employment  problems?  Unknown. 

Difficulty  with  insurance  or  disability  payments?  Unknown. 

How  were  your  requests  for  assistance  received  or  refused? 
Unknown . 

4.  How  has  the  presence,  or  threat,  of  H.D.  affected  your 
social  life?  Constant  fear.  Some  parents  used  to  refuse 
to  let  their  children  date  us  because  our  mother  was 
"crazy,  and  it  ran  in  the  familv." 

Has  there  been  extra  stress  placed  on  your  children? 

Not  yet. 

Do  your  children  know  they  are  at  risk?  No,  it  is  not 
hidden  from  them  but  they  do  not  realize. 
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5.  In  the  future  I would  most  appreciate  and  hope  for; 

X More  and  better  research. 

X Better  public  understanding  of  the  H.D.  problem. 

X Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

X Relief  from  financial  burdens. 

Other:  Better  informed  doctors. 

Sometimes  I think  mercy  killing  or  suicide  would  be  the 
only  way  out.  I could  not  go  through  what  my  mother  went 
through.  Even  more,  I could  never  put  my  children  through 
what  I went  through  as  a child. 

Thank  you  for  your  help. 
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MRS.  MARGARET  ROGEL 

WATERVLIET,  MICHIGAN  SEPTEMBER  28,  1976 


Through  a friend,  I have  learned  about  Huntington's 
Disease  and  the  problems  encountered  by  families 
with  afflicted  members.  Since  this  disease  is 
hereditary  and  all  children  have  a 50  per  cent  chance 
of  inheriting  this  disabling  disease,  I would  hope 
that  medical  research  funds  might  be  designated  for 
specified  research. 
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LOIS  ROLLINS 

I'ARMINGTON  HILLS,  MICHIGAN  MAY  19,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 

1.  About  my  family  and  relatives: 

This  disease  is  not  in  my  family  but  I am  writing  for 
my  brother-in-law. 

2.  Was  the  afflicted  person  diagnosed  in  a doctor's  office, 
in  a hospital,  or  in  a nursing  home?  Hospital. 

3.  After  the  diagnosis,  did  different  living  arrangements 
have  to  be  made?  Not  yet. 

Were  there  any  financial  problems?  Yes. 

Was  there  an  employment  problem?  Yes. 

Difficulty  with  insurance  or  disability  payments?  Yes. 

4.  In  the  future  I would  most  appreciate  and  hope  for: 

X More  and  better  research. 

X Better  public  understanding  of  the  H.D.  problem. 

X Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

Other:  Help  isn't  always  needed,  but  when  it  is,  it  should 

be  available. 

If  you  could  just  spend  one  hour  with  one  of  this  killer 
disease's  victims,  you  would  do  all  you  could  to  help 
their  cause.  Every  child  born  of  these  people  have  a 
50-50  chance  of  having  it.  It's  got  to  be  stopped. 

Please  help. 
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VERA  ROOSE 
LANSING,  MICHIGAN 


I,  Vera  Roose,  am  an  at  risk  person  (possibly  patient)  of 
Huntington's  disease. 

My  family  history,  as  far  as  I know  it:  My  mother  was 

from  a family  of  nine  children  (her  mother  had  H.D.) . One 
child  died  of  typhoid  fever;  one  committed  suicide;  two  show 
no  signs  of  H.D.;  and  five  died  with  H.D.  Of  the  five  that 
died  with  H.D.,  I have  no  data  as  to  age  of  onset  or  of  age  of 
death  or  of  what  year,  except  for  my  own  mother.  She  was  seven- 
teen when  she  first  showed  signs  of  H.D.,  but  was  known  then  as 
H.D.,  but  proclaimed  to  be  St.  Vitus  Dance.  Other  than  periodic 
rests  in  a county  hospital  from  the  age  of  about  39  years,  until 
she  was  committed  to  Traverse  City  State  Hospital,  Traverse  City, 
Michigan,  at  the  age  of  45  years,  I do  not  have  any  knowledge 
of  the  kinds  of  medication  she  was  given,  if  any,  after  her 
commitment.  She  died  at  the  age  of  49. 

My  mother  had  seven  children,  of  these:  one  died  in  a 

hunting  accident  at  the  age  of  41  years  and  showed  no  signs 
of  H.D.;  one  died  of  uremic  poisoning  and  scarlet  fever,  at  the 
age  of  8;  two  with  no  signs  of  H.D.  to  my  knowledge;  one  (myself) 
possible  H.D.;  and  two  died  with  H.D. 

Alice  Utley  (my  sister)  at  the  age  of  about  25  years  showed 
signs  of  H.D.  At  the  age  of  about  38  years  the  disease  grew 
worse  very  rapidly  under  treatment  of  a doctor  in  Mt.  Pleasant, 
Michigan — I'm  not  sure  of  his  name.  She  was  committed  to  Tra- 
verse City  State  Hospital,  Traverse  City,  Michigan  at  about  the 
age  of  41  years  and  died  at  the  age  of  45  years. 

Lee  Otis  Oman  (my  brother)  showed  signs  of  H.D.  at  the  age 
of  about  24  years.  He  went  into  the  U.S.  Army  and  was  injured 
in  combat  in  the  Korean  War  and  never  completely  recovered  to 
his  normal  physical  condition,  as  the  stress  and  shock  of  his 
injuries  advanced  his  resistance  to  H.D.  by  about  15  years,  per 
the  doctor's  report  at  Percy  Jones  Veterans  Hospital,  Battle 
Creek,  Michigan,  in  1951  or  1952.  He  was  released  under  some 
disability  pension  in  1952.  He  lived  with  me  with  no  medication 
or  medical  attention  for  about  one  year  and  came  down  with 
T.B.  He  then  went  into  Veterans  Hospital  in  Battle  Creek,  was 
released  in  1954  on  no  medication  for  T.B.  or  H.D.  He  grew 
speedily  worse  and  I had  to  have  him  committed  in  about  1956. 
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He  was  finally  placed  in  a Veterans  Hospital  in  Chillicothe, 

Ohio,  where  he  died  at  the  age  of  35  years.  I have  no  know- 
ledge of  the  medication  he  may  have  been  given  during  his 
hospitalization . 

When  I tried  to  have  him  committed  it  was  no  great  pro- 
blem, for  with  the  reports  of  the  doctors  at  Sparrow  Hospital 
(East  Unit) , Lansing,  Michigan,  the  Probate  Court  did  not  resist 
my  efforts  as  it  was  clear  he  could  not  remain  without  medical 
attention  and  restraint. 

I have  always  been  a very  nervous  person,  but  for  about 
the  last  two  years  I have  been  getting  much  worse.  I can  see 
personality  changes  in  myself  from  time  to  time.  I also  have 
periods  of  depression  which  are  rather  frightening  in  them- 
selves, but  for  what  they  may  stand  for  it  is  much  more  fright- 
ening. I am  not  taking  any  medication  and  do  not  desire  any, 
as  I feel  to  take  the  wrong  medication  at  this  time  could  do 
more  harm  than  the  good  any  kind  of  medication  might  do.  My 
endeavor  at  this  time  is  to  analyze  everything  that  I do  and 
think,  that  it  might  in  the  long  run  help  science  to  do  away 
completely  with  H.D.,  as  I have  lived  with  it  all  my  life,  or 
as  far  back  as  I can  remember,  and  I feel  there  are  many  things 
that  the  layman  may  miss  that  I just  might  see  and  record. 

I feel  that  it  is  the  duty  of  all  persons  from  H.D.  families 
to  do  what  they  can  to  bring  this  terrible  disease,  that  has 
only  in  the  last  ten  years  been  brought  out  of  the  closet  of 
secrecy,  into  the  public  eye  and  educate  everyone  on  how  tragic 
it  really  is  to  be  born  to  only  a 50-50  chance  for  a normal  life 
as  well  as  all  the  dangers  of  the  diseases  that  everyone  has  to 
face.  Of  all  the  self-inflicted  ailments,  addictions,  etc.,  we 
are  a minority,  but  then  we  have  no  choice,  some  of  the  afore- 
mentioned do,  yet  we,  the  likely  H.D.  persons,  must  make  a great 
endeavor  on  our  own  to  push  medical  research,  education  and  leg- 
islation to  help  ourselves  and  persons  of  the  future  (our  heirs) 
that  this  horrible  disease  be  erased  from  the  face  of  the  earth, 
not  only  in  the  United  States  but  the  world. 

The  following  is  a summary  of  some  of  the  heartaches  that 
festered  in  my  home  with  H.D.  and  many  others  like  mine. 

My  first  knowledge  of  this  disease  being  in  my  family  was 
when  I was  a child  of  seven,  I overheard  my  father  talking  to 
his  sister  about  my  mother.  He  said  that  my  mother  had  H.D. 
and  that  her  brain  was  only  40%  functional,  according  to  the 
doctors  at  the  county  hospital  when  my  mother  was  admitted  for 
a rest. 
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This,  of  course,  to  me,  meant  my  mother  was  part  crazy 
(childhood  thinking) . It  also  meant  that  no  matter  what  my 
mother  said  or  did,  she  was  not  responsible  for  it  as  she  was 
mentally  ill;  having  been  taught  great  respect  for  both  my 
parents,  it  also  meant  it  was  up  to  all  of  us  seven  children, 
of  which  I was  next  to  the  youngest,  would  have  to  help  in  any 
way  open  to  us,  to  make  life  easier  for  our  mother. 

We  were  a very  poor  family  and  could  not  afford  any  luxu- 
ries— not  even  electricity  or  running  water.  The  only  houses 
that  would  be  rented  to  us  were  of  the  worst  available  to  any- 
one. Everyone  in  the  area  we  lived  in  knew  my  family  and  also 
knew  that  a house  we  lived  in  would  not  be  taken  care  of,  so  we 
had  to  settle  for  three-room  shacks  and  one  even  had  mud  walls. 

Of  the  three  rooms,  one  did  not  even  have  a floor — nothing  but 
packed  dirt.  Needless  to  say,  it  was  very  difficult  for  us  chil- 
dren as  we  were  moving  every  time  we  turned  around — sometimes 
two  or  three  times  during  a school  year.  When  my  mother  was 
away  at  the  county  hospital,  we  children  took  care  of  ourselves 
mostly,  for  by  this  time  there  were  only  six  children  at  home 
most  of  the  time.  When  I was  eight  years  old,  my  oldest  bro- 
thers left  home  and  my  oldest  sister,  who  was  only  sixteen  at 
the  time,  had  to  take  care  of  the  younger  ones  as  if  they  were 
her  own.  My  oldest  sister  left  home  and  got  married  when  I was 
nine  years  old,  the  same  year  my  baby  brother  died  from  uremic 
poisoning  and  scarlet  fever.  That  left  three  children  at  home. 
When  I was  ten  years  old,  my  oldest  sister  at  home  got  married 
and  moved  away  from  home.  My  brother  and  I were  the  only  ones 
at  home  when,  at  the  age  of  12,  my  mother  was  committed  to  the 
Traverse  City  State  Hospital.  She  had  been  at  the  county  hos- 
pital of  Isabella  County,  Mt.  Pleasant,  Michigan,  off  and  on 
for  approximately  five  years  prior  to  this  commitment.  She 
did  not  receive  medical  treatment,  just  rest  away  from  home. 

She  had  been  violent  many  times  trying  to  kill  my  father  in 
many  ways.  There  was  never  any  explanation  to  us  children-- 
only  that  mother  was  ill  with  Huntington's  disease  (chorea) 
and  couldn't  help  what  she  did. 

I was  the  only  one  of  the  children  that  my  mother  was  ever 
unjust  to  in  her  punishment.  I took  beatings  for  my  baby  bro- 
ther before  he  died  and  for  my  brother  and  sister  next  older 
than  me . My  mother  often  clamped  my  head  between  her  knees  and 
beat  me  on  the  back  until  my  nose  gushed  blood.  After  these 
episodes  she  seemed  to  calm  down,  so  I gladly  took  those  beat- 
ings, feeling  that  in  some  way  it  helped  her.  My  father  was 
seldom  at  home  during  the  last  five  years  my  mother  was  with  us 
for  he  just  could  not  stand  to  see  our  mother  like  this  and  be 
able  to  do  nothing  about  it.  He  knew  our  mother  loved  us  and 
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as  I didn't  tell  him  of  the  many  things  that  happened  when  he 
was  away,  he  thought  everythingvAA^as  fine.  It  was  not  until  the 
year  that  he  had  my  mother  committed  that  it  all  came  out  and 
then  he  knew  something  had  to  be  done. 

Many  of  my  schoolmates  were  not  allowed  to  play  with  me 
because  of  all  the  preceding  history  and  so  I was  a very  lonely 
child  with  a complex  very  deep  and  real.  I felt  I had  to  show 
the  world  that  I was  basically  and  morally  good  and  I had  to 
excel  in  anything  I did,  which  was  really  unfair  and  had  I had 
someone  to  help  and  advise  me  about  my  mother's  condition  and 
about  life  in  general,  my  life  could  have  been  much  more  fruit- 
ful and  certainly  not  as  trying  for  what  I lacked  in  home  train- 
ing, I had  to  find  answers  for  in  books--any  book  to  teach  me 
common  courtesies  and  social  laws  to  be  able  to  grow  up  to  be 
any  kind  of  citizen  accepted  in  society. 

One  lesson  my  parents  taught  me  was  faith  in  God  and  in  so 
doing,  truth  in  all  things,  and  hard  work.  If  one  is  honest  to 
one's  self,  it  is  natural  to  be  honest  to  others  and  this  makes 
life  more  bearable  and  successful--maybe  not  in  material  things 
but  in  one's  own  soul. 


Ann  Arbor,  Michiaan 


October  7,  1976 


MRS.  ROBERT  ROSE 

DEARBORN  HEIGHTS,  MICHIGAN  MAY  16,  1977 

RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1. 


About  my 
H.D.? 


How  many 


How  many 


family  and  relatives:  How  many  have  died  with 

Two. 

are  afflicted  now?  One. 
are  "at  risk?"  Two. 


This  disease  not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office  and 
hospital . 

Any  problems  in  getting  a diagnosis? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Yes.  Help  with  the  care  of  my  niece. 

Were  there  any  financial  troubles? 

Yes.  There  is  always  a financial  burden  when  income  is 
not  able  to  pay  out  for  such  a problem. 


Was  there  an  employment  problem? 

Niece  worked  in  a nursing  home  until  H.C.  got  more 
noticeable . 


How  were  your  requests  for  assistance  received  or 
refused? 

Not  involved. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Not  necessarily. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Not  mine,  but  the  life  of  my  niece's  daughter  and  family. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  Stress  is  definitely  on  her  child,  now  19  years  old. 


Do  your  children  know  they  are  "at  risk?" 

Her  daughter  knows  of  the  possibility  of  inheriting 
the  genes. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/x/  More  and  better  research. 

/ / Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/x/  RELIEF  from  financial  burdens. 

OTHER:  Having  a hospital  or  hospitals  to  treat  this  disease 

exclusively.  It  is  necessary.  They  are  not  crazy  and  should 
not  be _ treated  as  such.  I have  watched  a beautiful  child,  my 
first  niece,  deteriorate.  It  is  so  terrible  that  when  I see  her, 
my  mind  is  troubled  for  many  weeks.  No  one  knows  how  it  is 
unless  you  have  a loved  one  afflicted.  Her  father  died  from  the 
disease.  It  was  in  her  father's  family.  His  mother  died  also 
and  a sister  from  the  disease.  We  need  help  in  caring  for 
patients.  Treat  them  with  kindness.  It  is  not  their  fault. 

I hope  the  Congress  understands  their  plight  and  works  on  neces- 
sary funds  to  build  hospitals  to  treat  them  in  their  final  days. 
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Bring  it  out  in  the  open.  Cancer  is  a living  death,  but  Hunt- 
ington's chorea  is  something  we  have  to  try  and  do  something 
about.  They  are  innocent  victims  of  a terrible  hereditary 
disease.  God  help  them  by  using  us  to  understand  them.  Please 
help  them.  Stamp  out  this  horrible  disease  by  research  and 
kindness . 
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WILMA  E.  RUNNING 

SPRINGFIELD,  MICHIGAN  SEPTEMBER  28,  1976 


First  my  position  is  I am  the  wife  of  an  H.D.  victim  - 3 
daughters  and  9 grandchildren.  So  we  are  very  much  concerned 
over  research  for  the  prevention,  control  and  rehabilitation 
of  the  patients  themselves  and  their  families.  When  you  con- 
sider the  percent  of  inheritance  - there  are  quite  a few  "at 
risk"  potential  victims  - which  in  itself  is  a very  traumatic 
thing  to  live  with  and  you  see  the  devastation  it  can  bring 
upon  a person. 

There  is  not  enough  information  available  for  the  public 
awareness  that  is  needed  for  people  that  might  have  it,  and 
for  some  type  of  community  help  with  the  problems.  The  pro- 
blem we  found  is  you  have  to  search  out  the  people  yourself 
that  might  be  able  to  help  you,  not  only  in  diagnosis,  but  to 
see  what  type  of  problems  others  have  in  comparison  or  the 
same  as  your  own. 

Most  doctors  seem  unaware  of  the  disease  itself  and  too 
often  it  is  misdiagnosed  as  Parkinson's  or  mentally  ill,  as 
two  examples.  The  mental  illness  factor  is  the  reason  many 
H.D.  victims  do  not  seek  earlier  medical  help.  They  are  aware 
something  is  wrong  and  feel  they  are  going  insane.  This  is 
especially  true  where  there  has  never  been  any  diagnosed  H.D. 
in  the  family  and  the  community  and  employers  just  assume  the 
victim  and  their  family  are  odd,  or  (to  coin  a phrase) , 
"kooky".  My  husbandfe  illness,  as  I look  back,  has  been  coming 
on  for  about  eight  years.  His  whole  personality  changed  from 
a comparatively  easy  going  person  to  a disagreeable,  grumpy, 
irritable  person  at  the  very  beginning.  It  became,  harder  to 
hold  a job  and  about  1972,  impossible.  They  just  couldn't 
cope  with  him  and  he  could  not  cope  with  his  surroundings. 

Here  is  where  the  financial  hardships  start  - our  children 
were  grown  and  I was  working  is  the  only  reason  we  were  able 
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to  survive  this  phase  of  it.  Then  it  seems  if  they  become 
physically  ill  it  progresses  faster.  My  husband  developed 
emphysema  and  then  we  could  really  see  a change  — still  no 
place  where  we  could  seek  help  - by  this  time  I began  to  think 
of  H.D.  as  his  mother  had  passed  away  in  a mental  institution 
in  South  Dakota,  and  I recalled  having  seen  on  some  papers  from 
the  Minnesota  Health  Department  that  Huntington's  was  a pos- 
sibility, but  never  actually  diagnosed.  One  brother  died  in 
a mental  institution  in  California  - two  sisters  are  in  insti- 
tutions in  Wisconsin  and  South  Dakota  - all  the  same  symptoms, 
never  diagnosed . In  April  of  1975  was  the  final  emotional 
outbreak  and  it  was  so  bad  I got  out.  He  tried  to  choke  me; 
hallucinated  on  various  subjects  - insisted  I was  on  drugs, 
wouldn't  let  me  sleep  - I work  the  midnight  shift  - only  then 
were  we  finally  able  to  get  help.  He  would  do  nothing  for  me 
and  my  life  was  becoming  hell.  He  is  a Veteran  and  there  is 
a Veteran  Mental  Facility  here  in  Battle  Creek.  There  is  where 
we  sought  our  help  and  finally  got  things  started.  But  we 
were  more  fortunate  than  most  because  I recalled  this  vague 
mention  of  H.D.  from  a report  of  his  mother  years  before.  We 
were  told,  however,  it  would  take  a year  to  get  him  into  the 
V.A.  Hospital  in  Ann  Arbor  for  a testing.  ^ could  not  wait 
a year , so  the  social  worker  said  there  was  a doctor  at  the 
University  of  Michigan  Hospital  in  Ann  Arbor  we  could  get  him 
into,  but  we  would  have  to  pay  for  it.  Dr.  Kokman  saw  him  and 
he  was  able  to  get  him  into  the  V.A.  Hospital  two  weeks  later, 
but  instead  of  the  process  of  elimination  that  usually  goes 
with  this,  they  were  looking  for  H.D.  because  of  the  family 
history  we  had  given  them. 

The  part  of  medication  also  plays  a big  factor  in  cor- 
rect diagnosis  being  important  - as  it  resembles  Parkinson's. 

At  times  these  drugs  are  used  and  it  had  a reverse  reaction. 

We  came  upon  this  problem  not  because  of  a wrong  diagnosis, 
but  because  a doctor  would  not  listen  1 The  drug  that  con- 
trolled my  husbands  behavior  best  was  Haldol  - he  did  well  on 
it  - is  very  passive,  but  this  is  better  than  the  hyperactive 
ones  who  are  always  on  the  move  threatening  members  of  their 
families  and  performing  behavior  that  is  both  embarrassing 
and  scary.  This  doctor  changed  him  to  Cogentin  - I questioned 
it,  as  he  was  doing  well  on  Haldol  - but  I went  ahead  and  gave 
it.  Well,  the  time  we  went  through  the  following  three  days 
and  nights  I don't  want  to  relive.  He  did  not  sleep,  was 
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reverting  to  all  the  old  behavior,  wanted  to  smoke  again  and 
numerous  other  things.  We  took  him  back  to  the  doctor  and  he 
still  would  not  listen.  Treated  me  like  I wasn’t  too  smart, 
increased  the  dosage.  Well,  needless  to  say,  I did  not  give 
him  any  more  of  that  medicine.  (I  have  a fair  knowledge  of 
medication  - I've  worked  for  the  Department  of  Mental  Health 
with  the  retarded  for  fourteen  years)  and  our  social  worker 
called  another  doctor  who  confirmed  my  thoughts  and  said  to 
put  him  back  on  Haldol.  He  quieted  down  and  we  can  handle 
that  for  now.  Oh  yes,  this  doctor  was  also  very  sarcastic 
and  said  we  should  admit  (commit  is  a better  term)  him  to  the 
V.A.  This  is  where  we  will  be  fortunate.  He  can  go  to  the 
V.A.  Nursing  home  costs  are  prohibitive  as  far  as  the  average 
individual  is  concerned. 

I have  to  take  him  to  my  daughter’s  house  each  night  when 
I go  to  work  and  pick  him  up  when  I come  home.  It  certainly 
changes  your  whole  life  style.  We  live  as  normal  lives  as  we 
can  under  the  circumstances,  but  nothing  is  ever  really  nor- 
mal again.  You  are  always  watching  and  waiting  for  further 
signs  and  dreading  them  as  you  see  them.  Each  patient  doesn't 
react  the  same  way,  so  there  needs  to  be  some  communication 
set  up  where  all  these  things  are  made  available  to  all 
people  concerned. 

The  community  as  a whole  are  very  unconcerned  when  you 
go  out  and  in  spite  of  how  he  looks  and  acts,  we  do  - you  can 
see  people  turn  and  look.  Remarks  are  being  made.  You  have 
to  learn  to  ignore,  but  it  still  drains  you  emotionally  be- 
cause it  seems  nothing  is  really  being  done. 

It  separates  families  because  they  don't  even  under- 
stand, or  don't  want  to  understand,  what  it  is  all  about. 

They  think  you  are  a little  off  to  think  H.D.  is  in  the 
family;  won't  even  tell  their  children.  They  have  to  be 
educated  to  the  fact  that  this  is  not  helping  them  or  anyone 
else.  It  won't  go  away.  Something  has  to  be  found,  and  as 
I look  at  my  daughters  and  grandchildren,  I pray  to  God  that 
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It  IS  soon!  But  this  will  only  be  accomplished  by  an  ac- 
celerated research  program  and  this  project  takes  money . 

The  need  for  earier  diagnosis,  the  younger  the  better,  as 
I'm  sure  this  would  have  a lot  to  do  with  family  planning. 

I'm  sure  had  I known  what  I do  now,  I would  not  have  had 
children  - not  with  no  better  future  help  than  the  present 
conditions . 

I know  my  husband  knows  what  is  wrong  with  him  now, 
but  he  never  admits  or  mentions  it,  yet  at  times  he  lays  and 
stares  at  the  ceiling.  I just  know  he  is  thinking  - and 
when  this  occurs  I know  the  mental  anguish  he  must  be  going 
through.  You  feel  so  helpless.  There  is  nothing  you  can  do. 
It  is  hell  to  see  a loved  one  go  through  this.  Considering 
what  it  is  doing  to  me,  I know  it  is  magnified  for  my 
daughters  because  they  see  not  only  him,  but  themselves.  We 
need  the  help  now.  I know  this  is  a lengthy  letter  on  this, 
but  I feel  the  need  is  so  desperate.  For  even  a control  dis- 
covery, that  it  is  urgent  that  something  be  done  about  this 
now . I will  not  be  able  to  attend  the  hearing  in  Ann  Arbor 
in  October  as  I have  to  go  into  the  hospital  for  surgery.  I 
even  feel  guilty  doing  this,  as  it  will  put  the  responsibility 
on  my  family  for  his  care  while  I'm  there. 

Won't  you  please  consider  this  for  the  Federal  funding? 
This  is  where  my  prayers  will  be  on  that  day. 

If  any  of  my  husbands  records  would  help,  we  would  gladly 
release  them  because  we  want  to  see  progress  made  fast! 

1.  More  information  to  the  general 
public. 

2 . More  programs  where  local  doctors 

and  Health  Agencies  are  made  more  aware 
of  the  symptoms,  problems,  diagnosis 
and  treatment  of  H.D. 

3.  Rehabilitation  clinics  for  both  the 
victim  and  their  families,  as  the  em- 
otional breakdown  involved  in  the  care 
and  identifying  themselves  with  their 
parent  H.D.  patient. 
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4.  Financial  aid  where  it  is  needed 
so  families  don't  have  to  break 
themselves . 

5.  Perhaps  the  two  most  urgent  needs 
are  rehabilitation  and  control  for 
victims.  Prevention  can  come  a lit- 
tle later.  I know  cause  and  preven- 
tion is  the  ultimate  goal,  but  control 
would  be  better  than  nothing. 
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BERNARD  W.  SCHALM 

ROCHESTER,  MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  six  that  we  know  of. 


How  many  are  afflicted  now?  one , possibly  two. 

How  many  are  "at  risk?"  Eight,  possibly  up  to  eighteen. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/~~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Yes,  doctor's  office 
(neurologist) . We  were  made  aware  in  1950  that  H.D.  was  in 
the  family  and  my  father  died  of  it  in  1955,  so  my  M.D. 
sent  me  to  a neurologist  in  1973  after  a year  of  no  relief 
for  my  problems,  although  I suspected  it  much  sooner. 


2-333 


Ann  Arbor,  Michigan 


October  7,  1976 


3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Our  home  is  paid  for  so  we  are  still  living  in  the  same 
home,  but  my  wife  did  have  to  leave  her  job  to  care  for 
me . 


Were  there  any  financial  troubles? 

Our  income  is  much  reduced  but  we  are  getting  along.  With 
inflation  continuing,  it  gets  more  difficult  and  as  more 
medical  help  is  needed,  it  may  become  a problem. 


Was  there  an  employment  problem? 

Yes,  I was  forced  to  retire  at  age  55,  because  I could 
not  handle  pressures  of  job  so  my  pension  is  smaller  than 
a 60-year  age  retirement  would  have  been. 


How  were  your  requests  for  assistance  received  or 
refused? 

Had  no  problem  getting  disability  from  Social  Security. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No  difficulty  with  disability  payments. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Yes,  I have  extreme  mood  changes  and  often  withdraw  and 
don't  want  to  go  anywhere  or  even  see  close  friends  and 
relatives.  I don't  even  want  to  talk  to  my  wife. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes,  our  only  child,  a daughter,  is  very  concerned  about 
me  and  her  mother;  and  since  she  lives  300  miles  from  us, 
can't  give  us  as  much  help  and  emotional  support  as  she 
would  like. 


5. 


Do  your  children  know  they  are  "at  risk?" 

Yes,  she  does,  and  naturally,  she  is  extremely  concerned 
that  she  may  get  it  even  though  she  tries  to  think  posi- 
tively. She  saw  her  aunt,  my  sister,  who  had  a very  severe 

case  of  H.D.  and  died  in  19  72.  at  50  years  of  age,.  ^ 

In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

(check : ) 


More  and  better  research. 

Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients.  VERY  MUCH  NEEDED. 

RELIEF  from  financial  burdens.  DEFINITELY  NEEDED. 

OTHER: 

Assistance  and  programs  for  families  so  that  H.D.  patients  can 
be  kept  in  the  home  as  long  as  possible.  Help  for  the  spouse, 
and  family,  of  an  H.D.  patient. 


COMMENTS:  In  our  narrow  experience,  we  have  seen  varying  degrees 

of  H.D.,  but  in  its  terminal  stages  I feel  it  is  the  most 
vicious  disease  that  one  could  get.  My  father  had  a milder  case 
and  was  mobile  and  able  to  live  fairly  normally  for  him  except 
for  his  last  2 years  of  terminal  H.D.  when  he  could  not  speak 
and  hardly  eat  because  of  choking  and  then  the  constant  falling 
when  he  tried  to  walk.  Because  of  finances,  he  became  a county 
hospital  patient  for  his  last  4 weeks.  Dad  was  67  years  old. 
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My  sister,  Mildred,  had  a very  severe  case,  even  though  she 
was  medicated  from, the  very  beginning.  She  was  divorced  in 
1968  by  her  husband  without  her  knowledge  (he  remarried  in  2 
months),  was  put  into  a nursing  home,  and  later  into  the 
Topeka,  Kansas  State  Hospital  as  a charity  patient.  We  had 
evidence  that  the  divorce  was  fraudulent,  but  when  the  Kansas 
attorney  we  retained  saw  her,  he  did  not  fight  to  have  the 
divorce  set  aside  as  he  had  promised.  She  died  in  1972  at  50 
years  of  age.  She  was  stripped  of  all  her  rights  by  the  divorce 
and  her  husband,  an  Air  Force  colonel,  had  moved  to  Washington, 
D.C.  taking  along  their  19-year-old  son.  She  was  left  alone 
in  Kansas  for  4 years.  (Our  family  doctor  had  never  heard  of 
H.D.  until  we  told  him  the  family  history.  I'm  his  only  H.D. 
patient . ) 

My  husband's  biggest  problem  (for  the  last  4 years)  has 
been  a personality  change.  He  will  go  into  a tirade  over 
simple,  everyday  situations.  The  news  on  radio,  TV,  papers 
on  any  issue  can  set  him  off,  or  anything  that  I might  say. 

His  language  can  become  very  abusive  and  several  times  I've 
been  frightened  of  possible  harm  to  me.  To  the  other  extremes, 
he  withdraws  and  won't  speak  for  several  days.  This  is  diffi- 
cult to  live  with. 
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MAX  T.  SCHNITKER,  M.D. 

TOLEDO,  OHIO  MARCH  28,  1977 


In  reply  to  your  letter  of  March  1977,  my  reply  is  very 
simple.  Huntington's  disease  is  distinctly  a genetic  trans- 
mitted disease,  and  the  only  way  I know  to  combat  it  is  to  have 
the  afflicted  adults  have  no  progeny.  No  treatment  known. 
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MARY  A.  SHEPHERD 

GRAND  LEDGE,  MICHIGAN  SEPTEMBER  27,  1976 


Twelve  years  ago  when  I met  my  husband  Gary,  neither  he 
nor  I had  ever  heard  of  the  words  "Huntington's  Chorea"  or 
"Huntington's  disease."  We  now  have  three  children  who  are 
at  high  risk.  There  are  also  two  children  - teenagers  - from 
my  husband's  first  marriage  who  are  at  high  risk. 

Five  children  from  one  H.D.  victim.  This  victim  has  a 
brother  who  has  fathered  four  children  and  a sister  who  has 
three  children.  That's  fifteen  (15)  possible  victims  in  only 
two  generations!  In  only  one  family! 

Gary's  diagnosis  in  1974  was  a total  shock  to  the  whole 
family.  It  was  only  then  that  he  and  his  family  knew  what 
was  wrong  with  their  mother  and  grandmother  who  both  showed 
severe  symptoms  before  their  deaths,  but  were  never  diagnosed. 

Until  1974,  Gary  and  his  family  always  spoke  of  their 
mother  as  being  mentally  ill,  never  realizing  that  the  same 
thing  could  happen  to  one  or  more  of  them.  Gary's  sister,  who 
is  the  oldest  of  the  family,  has  the  most  vivid  memory  of  the 
heartaches  and  problems  of  living  with  a parent  afflicted 
with  H.D. 

Until  1974,  I could  not  believe  the  things  she  told 
me  - some  of  her  experiences  while  growing  up  and  living  with 
her  mother  and  father  - such  as  being  beaten  with  a poker  by 
her  mother  while  her  father  sat  in  a corner  reading  the  Bible. 

Her  responsibilities  as  a teenager  were  tremendous  - at- 
tending school  all  day;  going  directly  to  her  after-school 
job;  going  home  and  preparing  the  family's  evening  meal; 
taking  care  of  her  younger  brothers  who  were  both  under  age 
five  (^)  and  performing  75  to  90%  of  her  mothers  daily  chores 
since  her  mother  did  next  to  nothing  all  day. 
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And  if  she  wanted  to  date  or  participate  in  extra  cur- 
ricular school  activities,  which  was  rare , she  only  did  so 
after  all  her  chores  at  home  were  done. 

Now  my  children,  ages  10,  8 and  4 are  living  with  the 
emotional  strain  and  upheaval  that  is  only  one  of  the  con- 
sequences of  having  an  H.D..  victim  in  the  family.  Some  days 
It's  a real  merry-go-round,  what  with  the  children  and  myself 
getting  angry  because  our  husband  and  father  has  physically 
or  verbally  harmed  us  or  our  friends  and  the  children  trying 
to  mimmick  their  fathers  words  and  actions. 

It's  a real  challenge  at  times  for  mv  8 and  10-vear- 
old  girls  to  understand  why  they  can't  have  their  friends 
in.  It's  a real  challenge  to  try  to  get  a 3 or  4 year  old 
boy  not  to  repeat  the  foul  language  he  hears  almost  constantly. 
It's  a real  challenge  to  keep  peace  in  this  familyl 

My  feelings  may  sound  one-sided  to  you  but  they're  not. 

I realize  Gary  is  suffering  just  as  much  or  more.  He  has 
lost  his  job  and  his  driver's  license  - his  freedom. 

He's  dependent  upon  others,  mainly  his  immediate  family. 
He's  bored  stiff  most  of  the  time.  He  cries  a lot.  He  feels 
he  has  nothing  left  to  live  for.  He ' s only  36 1 

My  future  life  may  have  to  be  devoted  to  caring  for  H.D. 
patients  between  my  husband  and  my  children.  Having  no 
nursing  or  medical  background  at  this  time,  it  will  be  a very, 
very  difficult  task  unless  I can  find  some  way  to  go  to 
school  to  become  better  trained. 

After  seeing  what  my  husband  has  gone  through  for  only 
a few  years,  it  really  depresses  me  to  think  that  all  of  my 
children  could  have  H.D.  in  the  future  and  there's  nothing , 
nothing  I can  do  to  stop  iti 

There  are  millions  of  dollars  being  spent  for  clinics, 
education,  etc.,  in  connection  with  the  dope  addicts  of  the 
last  decade  1 These  people  are  voluntarily  destroying  their 
minds  and  bodies  while  the  minds  and  bodies  of  thousands  and 
thousands  of  H.D.  victims  are  being  destroyed  by  this  genetic 
birth: 
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I'm  doing  everything  I can  to  help  raise  funds  for 
research  as  are  thousands  of  other  people,  but  it's  not 
enough.  We  need  helpl 

We  need  financial  help  to  find  a cure  and/or  control 
sooner  and  we  need  publicity  so  that  Huntington's  disease 
will  be  a household  word  worldwide  as  is  Cancer,  Muscular 
Dystrophy,  Polio  and  the  like. 

Please  help! 
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CAROLE  SHEPPARD 

DETROIT,  MICHIGAN  SEPTEMBER  14,  1976 


Huntington's  disease  is  currently  recorded  as  the  major 
disability  for  clients  receiving  VR  services  in  fewer  than 
15  cases.  An  accurate  count  is  not  possible  because 
Huntington's  is  grouped  with  other  neurological  disorders 
for  our  data  processing  system. 

The  problem  with  services  to  this  population  is  not  that 
Vocational  Rehabilitation  lacJcs  the  services  or  resources  to 
serve  this  group.  Inappropriate  timing  of  referrals  is,  in 
my  opinion,  the  reason  for  the  absence  of  persons  with 
Huntington's  disease  becoming  active  with  clients. 

The  course  the  disease  takes  during  the  years  immediately 
after  onset  is  sufficiently  benign  to  allow  for  a continuing 
period  of  employment — for  many  individuals,  re-engineering  of 
work  site  and  creation  of  job  aids  such  as  checklists,  out- 
lines, etc. 

Huntington's  disease  typically  appears  at  a time  when 
the  person  is  well-set  in  their  career  and  faced  with  heavy 
family  and  financial  responsibilities.  Assistance  in  job 
retention  is  critical  not  only  for  the  emotional  well-being 
of  the  patient,  but  also  the  family. 

The  conclusions  that  can  be  drawn  from  this  background 
suggest  that  VR  can  provide  significant  services  to  this 
population. 

1.  Education  of  health  professionals  working 
with  Huntington  patients  regarding: 

a.  VR  services 

b.  Need  for  early  referral 
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2.  Education  of  VR  counselors  Regarding  Course 

of  the  Disease 

a.  Steps  in  evaluating  eligibility 

b.  Skills  in  life  career  planning 

3.  Education  of  Employers  Regarding  Huntington's 

Disease  and  VR  Services 

a.  Job  modifications 

b.  Changing  supervisory  attitudes 

What  appears  necessary  in  the  area  of  vocational  reha- 
bilitation is  an  educational  (i.e.,  information  presented  so 
as  to  change  behavior)  effort  as  outlined  above  that  would 
bring  about  a more  effective  beginning  of  vocational  reha- 
bilitation intervention. 
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STEPHEN  R.  SIZER 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  29,  1976 


Less  than  a year  ago,  a reference  to  Huntington's  Disease  would  have  had 
no  meaning  to  me  whatsoever.  Since  that  time,  however,  I have  become 
acquainted  with  members  of  two  families  that  have  been  struck  by  this 
serious  affliction,  and  have  come  to  understand  both  the  pain  and  the 
financial  burden  it  creates. 

The  only  approach  to  understanding  and  ultimately  finding  a cure  for 
this  dreadful  disease  is  to  greatly  increase  research  in  this  specific 
area.  I urge  you  to  do  everything  in  your  power  to  obtain  additional 
federal  funding  to  support  medical  research  aimed  at  curing  Huntington's 
disease. 
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LOVELL  J . SORRELL 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  30,  1976 


I am  writing  to  once  again  emphasize  my  interest  in  seeing 
funds  being  made  available  to  adequately  begin  to  research 
Huntington's  disease.  The  congregation  I pastor  has  been 
touched  personally  by  this  disease  through  one  of  the  families 
in  the  church  being  a victim.  We  have  seen  the  agony  and  the 
despair,  the  hopelessness,  the  fear,  and  the  desperate  attempts 
to  adjust  to  the  loss  of  husband  and  father,  and  the  uncertainty 
of  the  future  for  the  children.  We  are  participating  in  efforts 
to  raise  funds  locally,  but  we  see  the  need  for  greater  amounts 
to  be  made  available  federally  if  this  disease  is  to  be  conquered. 

Please  add  my  concerned  plea  to  your  consideration  for 
helping  influence  legislation  to  provide  funds  for  greater 
research. 
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MRS.  WALTER  STANLONIS 

ST.  CLAIR  SHORES,  MICHIGAN  MARCH  21,  1977 


On  behalf  of  myself,  five  sisters,  two  brothers,  those 
afflicted  with  Huntington's  disease  and  those  affected  by  it, 

I appeal  to  you  to  do  everything  you  possibly  can  to  ease  our 
fears  and  heartaches. 

My  father  was  a victim  of  this  horrible  disease  and 
now  my  oldest  sister  has  the  disease.  The  rest  of  us  sit  back 
and  wait  with  fear,  will  we  be  next!  It  wasn't  too  difficult 
to  care  for  our  Dad  when  it  was  in  the  early  stages,  but  then 
the  time  came  when  he  needed  care.  We  tried  our  best,  but  a 
nursing  home  was  the  only  answer.  We  knew  it  would  be  costly. 
We  had  no  choice  in  the  matter. 

We  appeal  to  you  to  give  us  hope  for  tomorrow,  more 
monies  for  research,  and  better  nursing  home  conditions  with 
help  from  the  state. 
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MRS . LEONARD  STELTER 

BRIDGMAN,  MICHIGAN  SEPTEMBER  30,  1976 


I am  personally  acquainted  with  a family  that  has 
several  cases  of  Huntington ' s disease  and  I urgently  request 
that  all  possible  effort  be  made  to  establish  a research 
foundation,  etc. , so  that  a cure  can  be  found. 

Thank  you. 
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DEBORAH  K.  STONE 

PONTIAC,  MICHIGAN  JUNE  1,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 


How  many  are  afflicted  now?  One. 


How  many  are  "at  risk?"  Six. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~~7  Male  /~~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 


No. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No. 


Were  there  any  financial  troubles? 

Dad  was  lucky  enough  to  have  BC-BS  to  cover  Mom's 
doctor  visits  and  medication. 


Was  there  an  employment  problem? 
No. 


How  were  your  requests  for  assistance  received  or 
refused? 

Didn't  really  know  any  special  assistance  was  available. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

When  in  my  teens,  had  to  explain  to  my  friends  what  was 
"wrong"  with  my  Mom.  Some  kids  thought  she  might  be 
"crazy,"  so  they  never  came  back  to  my  house  again.  When 
I got  old  enough  to  date,  worried  about  whether  any  guy 
would  really  understand  about  H.D.  or  would  ever  want  to 
marry  me . 


Has  there  been  extra  stress  placed  on  your  children? 
No.  Son  is  only  3 years  old. 


Do  your  children  know  they  are  "at  risk?" 


No. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/~^  More  and  better  research. 

/~^  Better  piiblic  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/ x/  RELIEF  from  financial  burdens. 

OTHER:  The  most  difficult  thing  for  my  father  now  is  trying 

to  find  a way  to  keep  my  mother  at  home  (with  the  family)  for. 
as  long  as  possible. 

COMMENTS:  I am  glad  this  form  was  drawn  up.  Was  much  easier 

to  answer  questions  than  to  try  and  condense  all  my  thoughts 
and  feelings  into  a maximum  (or  minimum)  of  two  pages  of  paper. 
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A . J . TAKACS 

STEVENSVILLE,  MICHIGAN  SEPTEMBER  29,  1976 


I have  become  aware  of  Huntington's  disease  through  liter- 
ature, television  programs  and  through  personal  contact  with  a 
family  that  I know.  Neither  I nor  any  members  of  my  family  have 
this  disease,  but  I am  writing  because  of  my  concern  for  others. 

As  many  other  diseases  have  been  controlled  or  eradicated 
through  research,  I believe  this  is  possible  for  Huntington's 
disease  if  Federal  funds  are  appropriated  for  medical  research 
in  this  specific  area.  Please  do  your  utmost  to  request  and 
secure  Federal  appropriations  for  this  very  worthy  cause. 
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SHARON  TOBIN 

KALAMAZOO,  MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1 . About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  TWO. 

How  many  are  afflicted  now?  Two. 

How  many  are  "at  risk?"  Eighty-seven. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


Any  problems  in  getting  a diagnosis? 

It  was  15  years  ago.  We  were  told  it  was  rare  and 
nothing  was  known  about  it. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

(My  father  had  H.D.)  My  brother  came  to  live  with  me. 

Were  there  any  financial  troubles? 

Yes,  he  did  not  have  enough  years  at  G.M.  to  get  a 
pension . 


Was  there  an  employment  problem? 
He  was  laid  off  because  of  it. 


How  were  your  requests  for  assistance  received  or 
refused? 

Refused. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

I was  already  married.  It  took  years  to  learn  to  live 
with  the  risk. 


Has  there  been  extra  stress  placed  on  your  children? 
No,  but  they  are  aware  of  it. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for; 

(check : ) 

More  and  better  research. 

/^7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 

patients. 

/^7  relief  from  financial  burdens. 

When  my  father  died  4/3/76,  we  donated  his  brain  tissue  and 
took  contributions  instead  of  flowers.  All  this  was  sent  in. 
yet  it  was  never  acknowledged  by  your  organization.  We  do 
not  even  know  whether  you  received  it.  My  mother  is  greatly 
concerned  about  the  results  of  the  brain  tissue  tests  that  were 
performed.  When  his  sister  died  with  H.D.,  no  one  bothered  to 
do  anything  because  of  the  lack  of  response  we  received  when  my 
father  died.  The  American  Cancer  Society  acknowledges  all 
donations  received  under  these  conditions. 
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ROBERT  C.  UPTON 

BENTON  HARBOR,  MICHIGAN  SEPTEMBER  27,  1976 


The  terrible  problems  for  those  afflicted  with  Hunting- 
ton's disease  and  the  attendant  problems  necessarily  faced  by 
their  families  have  recently  come  to  my  attention  through  the 
experience  of  a business  associate  whom  I admire  greatly. 

We  hope  that  in  your  evaluation  of  available  funds  you 
will  be  able  to  provide  some  help  for  the  amelioration  of 
this  most  dreadful  disease. 
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MRS . WANDTKE 

TOLEDO,  OHIO  AUGUST  19,  1976 


old  d 
signs 
39. 


Huntington's  disease  has  struck  my  husband  and  14  year 
aughter.  She  was  8 years  old  when  she  first  showed 
of  the  disease.  My  husband  was  32  years  and  is  now 


I feel  the  most  important  aspect  of  the  disease  is 
research,  and  the  second  is  educating  the  public  and 
patients  and  families,  and  third  is  finance. 

One  thing  that  bothers  me  is:  Many  people  don't  real- 

ize there  is  help  available.  We  were  helped  and  I am  very 
thankful  for  that. 

We  were  having  many  problems  with  my  husband.  The 
disease  affected  him  in  such  a way  that  he  went  into  rages. 

He  would  lose  his  temper  and  attack  me  or  one  of  the  chil- 
dren. I thought  we  were  going  to  have  to  have  him  committed 
to  a Mental  Hospital.  I didn't  want  to  have  to  do  this, 
but  I could  see  no  other  alternative.  I was  afraid  for  him 
and  for  us. 

I attended  a Chapter  meeting  in  Detroit  on  the  Committee 
to  Combat  H.D.  and  found  there  is  medication  to  help  the 
symptoms  of  the  disease.  The  medication  is  called  "H^dol." 

I came  back  home  and  found  a doctor  at  the  East  Center  in 
Toledo,  who  could  attend  to  him.  The  doctor  checks  him 
every  two  weeks  and  we  had  family  counseling. 

Leroy  has  been  on  the  medication  since  February  1976. 

He  has  not  lost  his  temper  since  he  has  been  on  the  medica- 
tion. The  family  gets  along  so  much  better. 

Due  to  our  financial  problems  the  charge  was  very 
small . 

I think  of  all  the  people  who  are  facing  the  same  prob- 
lems we  had  to  face  and  don't  know  that  they  could  be  helped. 

Another  problem  is  finance.  Social  Security  isn't 
enough  to  raise  a family.  It's  impossible  for  me  to  work 
as  I am  needed  at  home  to  care  for  them.  My  daughter  is 
unable  to  feed  herself.  It  scares  me  to  think  of  the  day 
when  they  will  be  completely  helpless.  I wonder  if  I will 
be  able  to  handle  both  of  them. 
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If  some  kind  of  home  nursing  service  was  available  it 
sure  would  help. 

Thank  you  for  your  interest. 

I hope  and  pray  you  can  find  the  answer  to  all  these 
problems  and  help  those  who  need  help  so  very  much. 
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HAROLD  R.  WARD 

CINCINNATI,  OHIO  OCTOBER  5,  1976 


My  wife  has  Huntington's  disease.  My  sons  are  at  risk. 

We  have  known  about  this  for  four  years.  Before  we  were  told 
by  our  family  doctor.  Dr.  Joseph  Stagaman,  we  were  constantly 
living  in  turmoil.  Phyllis,  my  wife,  began  showing  symptoms 
about  thirteen  years  ago.  Phyllis  would  become  violent  and 
would  throw  things.  Phyllis  would  severely  discipline  the 
children  and  break  everything  in  sight.  She  would  be  under- 
standing one  minute  and  then  violent  the  next  minute.  Phyllis 
has  told  me  that  she  could  not  control  herself  at  these  times. 
In  1963  she  was  admitted  to  Rollmans  Psychiatric  Hospital  for 
five  weeks.  During  this  time  she  went  through  a series  of 
tests,  and  Dr.  Campell,  a neurologist,  told  me  that  it  was 
just  a nervous  condition  and  that  medication  and  rest  would 
make  Phyllis  better.  But  after  six  months  Phyllis  began 
another  personality  change  and  she  became  very  violent.  She 
would  run  away  from  home  and  would  constantly  be  upset  at 
everything  and  everyone. 

My  three  children  have  been  growing  up  all  this  time 
knowing  their  mother  was  sick  but  not  understanding  all  the 
fighting  that  was  going  on.  Phyllis  could  not  concentrate 
on  anything  to  read  and  she  began  movements  of  her  arms, 
shoulders,  hands,  and  feet.  Phyllis  was  working  as  a key 
punch  operator  and  she  would  come  home  and  become  violent 
upon  arriving  home.  She  would  try  to  hold  back  these  violent 
spells  but  after  awhile  she  would  break  down  and  then  our 
family  would  become  a scene  of  hate  and  violence.  My 
children  and  I would  have  to  restrain  Phyllis  for  many  hours. 
We  would  put  her  on  the  floor  or  on  the  couch  and  literally 
sit  on  her  until  she  would  become  so  exhausted  she  would  fall 
asleep.  This  sleep  would  last  at  least  twenty-four  hours. 
There  has  been  much  violence  in  our  family  and  yet  our 
children  have  weathered  the  storm,  so  to  speak.  They  have 
become  very  understanding  individuals.  We  have  not  discussed 
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their  feelings  as  to  their  being  risks  and  how  this  affects 
their  lives.  This  is  very  hard  for  me  to  do  at  this  time. 

In  1973  Phyllis  saw  Dr.  Paulson,  a Columbus,  Ohio, 
neurologist.  She  was  given  a medication  called  Haldol. 

This  medication  seemed  to  change  Phyllis's  condition.  She 
became  more  serene  and  the  violent  part  began  to  subside. 

In  the  last  three  years  our  family  has  been  more  relaxed, 
and  Phyllis  has  peace  of  mind  because  of  this. 

Phyllis  can  no  longer  do  housework  and  tires  very  easily. 
We  have  been  involved  with  the  National  Huntington's  Disease 
Association  to  bring  about  research.  Research  is  needed  to 
eventually  develop  a control  drug  and  help  all  the  at-risk 
persons.  It  has  taken  us  many  years  to  understand  Phyllis's 
being  sick.  We  now  have  understanding,  now  we  need  a cure. 
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GEORGE  A.  WELCH 

BENTON  HARBOR,  MICHIGAN  SEPTEMBER  28,  1976 


Having  read  a recent  article  in  Newsweek  magazine  and 
knowing  some  of  the  tragic  problems  associated  with  Hunting- 
ton's disease,  I am  writing  to  encourage  you  to  secure  Federal 
funds  for  research.  I am  also  aware  of  the  many  problems 
facing  families  who  have  members  afflicted  with  this  disease, 
due  to  my  personal  contact  with  a co-worker.  She  has  mentioned 
the  need  for  nursing  home  care  and  adequate  medical  coverage 
since  most  insurance  companies  will  not  continue  to  pay  for 
long-term  care  for  these  patients. 

Please  do  all  you  can  to  assist  these  families,  and  to 
supply  some  specific  research  funds. 
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GERALD  N.  WIESKE 

MADISON  HEIGHTS,  MICHIGAN  SEPTEMBER  21,  1976 


I louLYid  It  dl^{itc.ult  to  tyitttate,  LOHtttng  to  tko,  ComnvUston  {,0^  6Q,v2AoJi 
fiQ,cu>0¥Hi . It  t6n^t  2,cu>y  to  fizoalZ  stngZe.  events  that  appea/L  to  be  pA.obtem6  o^ 
tmpo^itoLnee  and  that  I can  aJiso  tkink  o^  spectre  aecormendattons  ^oA..  The 
eiiecjt  that  HV  has  had  on  my  iCt^e,  myset{^,  and  my  ehtMOien  has  been  gaaduat, 
voAytng,  and  eimatative.  Many  tktngs  that  happened  cvete,  at  the  tone  o^  the 
event,  extamely  dt^^itcjuilt  to  deaZ.  uitth.  Some  u)eAe  unique  to  the  moment  on.  the 
situation.  Many  have  been  repeated  so  many  times  that  they  axe  routine.  Oun. 
nonmat  May  o^  tl^e. 

My  pensonat  Invotment  Mlth  Huntington  Vlsease  stanted  In  tote  1954  when  my  mothen.- 
In-tau)  advtsed  me  that  my  Ml{^e^s  ^oithen.  had  been  diagnosed. 

I am  ^ontunate  In  one  tetpect,  I can  only  speak  to  you  as  the  spouse  o^  one 
a^^tlcted  by  this  disease.  [My  Ml^e,  Cathenlne,  li  she  Mene  able,  Mould  speak 
about  the  pnobtems  o{,  living  M^th  the  disease,  my  chlldnen  l^  they  one  Milling  to, 
may  speak  to  you  about  coping  Mlth  the  awesome  specten  o{^  being  "at  nlsk") . 

The  eanllest  pnoblem  that  I can  necall,  and  one  that  has  not  dlsappeaned.  Is 
that  0^  mlsln^onmatlon. 

My  Mice's  family,  and  consequently  I,  Mene  Inaccunatcly  advised  that  the  dis- 
ease Mas  henedltany,  but  tAonsmlttable  only  by  males.  Oven  twenty  yeaxs  laten 
this  same  In^onmatlon,  on  It's  exact  opposite.  Is  still  being  passed  on,  elthen 
because  o{^  Ignonance  on  misguided  Intentions.  Penhaps  It  Is  easlen  ^on  someone 
laced  with  the  task  ol  telling  a patient,  on  his  lamlly,  to  soften  the  blow  by 
giving  pantlal  on  Inaccunate  Inlonmatlon.  This  may  make  the  Immediate  situation 
easlen  Ion  all  Involved,  but  only  Incneases  the  enonmlty  ol  the  pnoblem  at  a 
laten  date. 

In  1954  I had  two  chlldnen  "at  nlsk".  By  1964,  when  Cathenlne  Mas  llnst 
diagnosed.  Me  had  loun  mone  chlldnen.  Foun  mone  to  be  concenned  about.  Foun 
mone  to  lace  the  bundnes  and  anxieties. 

1 believe  that  the  educational  pnognams  Ion  pnolesslonal  people  changed  Mlth 
the  nesponslbltity  ol  Inlonmlng  people  that  they  have  this,  on  any  slmllan 
genetic  disease  should  make  them  awane  ol  the  hands  hips  they  might  Inlllct  by  not 
pnovlcUng  clean,  and  accunate  Inlonmatlon  on  the  disease  and  It's  pnognosls , and 
It’s  genetic  Implications. 

We  have  expenlenced  lew  dlUlcultles  nelated  to  obtaining  cane.  Oun  lamlly 
docton  In  Mew  Onleans,  a genenal  pnactltlonen,  alien  exhausting  the  diagnostic 
techniques  available  to  him,  passed  us  on  to  a well  qualllled  and  capable 
psychlatnlst,  neunologlst  and  Intennlst.  Each  conllnmed  the  HV  diagnosis  based 
on  neuAologlcal  detenlonlatlon,  obsenvable  mental  Impalnment  and  lamlly  hlstony. 
Each  nevlewed  the  medication  pnescnlbed  by  the  othens  and  agneed  that  the  best 
available  In  the  then  state-ol-the-ant  was  being  employed.  The  pattenn  Is  about 
the  same  today.  Oun  pne^sent  doctons  one  still  only  penlonmlng  a monltonlng 
lunctlon.  Watching  Ion  change  and  dealing  with  It  with  whateven  Is  available. 

The  names  Ion  the  pills  have  changed  constdenably  but  they  one  still  essentially 
tnanquUlzens  and  muscle  xelaxants . The  hope  ^on  something  mone  Is  still  just  a 
hope. 


2-360 


Ann  Arbor,  Michigan 


October  1 , 1976 


I ojfc  that  VadoAol  moyil^A  be  pnavido^d  to  mcou/iage,  HV  oKltvitzd  ^o^noAck 
p\ogAom6  to  f^tnd  thz  contAoZ,  t{^  not  tkz  cxiAt.  i>ach  p/iog/iam  do  matoAAjOitizQ, 
ptco6c  publtctzz  thoAA  6taAt  OH.  zxt&tmcz.  Gtvz.  vus  alZ  soma  voAy  badZy  naaded 
encouAagament. 

We  don't  H.acitiy  saz  doctons  va/iy  o^tan.  My  uit^e.  hasttatas  at  the.  thought  o{i 
just  gotng  in  j^oH  a H.outtne.  phystcat  ckack-up.  McUyiZy,  bacjoujise  heA  once  trusted 
doctoHS  helped  me  tAlck  hen  Into  admUJUng  hensel£  Into  a pHyivate  mental  hospital 
(iOH  a couple  0($  months  back  tn  J970. 

Listening  to  heA  talk  about  that  expeAlence  eveAy  once  In  a while,  whenever 
she  has  a moment  o^  total  necaJil,  I can  undeAStand  that  hesitancy.  \/lsltlng  a 
mental  Institution  Is  unpleasant  enough,  but  nothing  like  having  to  live  In  one. 

I don't  believe  now,  that  heA  mental  pAoblems,  at  that  time,  weAe  caused 
dlAectly  by  the  disease.  The  tAauma  o^  being  told  about  having  HV,  knowing  the 
prognosis , and  occasionally  being  Homlnded,  when  visiting  the  ravaged  hulk  o^ 
the  man  who  was  heA  loved  and  once  healthy  {^otheA,  oi  heA  own  vulneAablllty,  weAe 
too  much  to  cope  with. 

The  extent  o^  those  emotional  pfioblems  was  extAeme.  On  the  advice  o^  ouA 
psychlatnlst,  I had  Initiated  commitment  proceedings  through  probate  court. 

The  private  hospital  retention  was  a stop  gap  and  a legal  requirement  {State 
facilities  can  be  utilized  voluntarily,  when  space  Is  available  or  when  ordered 
by  the  court  a^ter  consideration  o{^  reports  by  two  or  more  qualified  doctor,). 

The  therapy  provided,  Including  shock  treatment,  which  was  o^{,ered  as  a high 
risk  alternative  to  {^Inal  commitment,  got  us  through  the  crisis  and  helped  keep 
the  {^amlly  Intact.  Although  I know  that  the  shock  treatments  bought  us  more  time, 
I am  not  Sure  I would  consider  It  again.  Some  o^  the  personality  change  was,  and 
is,  acceptable.  However,  the  resulting  passiveness  and  timidity  are  a constant 
trial. 

Because  oj^  th.e  uncertainty  o{^  which  way  the  disease  will  al{^ect  my  wl{^e  next, 
I am  not  sure  as  to  what  my  greatest  concern  really  Is.  Should  she  be  fortunate 
[l^  that  Is  the  right  word]  and  develop  only  the  more  trying  physical  symptoms, 
then  T will  be  iaced  with  the  problems  peculiar  to  that  situation.  I hope  to  be 
able  to  provide  the  physical  care  she  will  need  and  by  avoiding  safety  hazards, 
prolong  her  time  at  home.  Experiences  with  her  {^ather  Indicate  that  nursing  home 
care  Is  Inevitable.  It's  not  a question  ol  l{^,  but  when. 

Three  o^  my  children  still  live  at  home,  so  having  someone  there  to  keep  her 
company  and  meet  some  o{^  her  needs  Is  not  yet  the  problem  It  will  be  In  a ^ew 
more  years.  Then  I will  need  to  ilnd  at  least  a part-time  housekeeper-companion 
[baby-sitter]  to  cover  the  times  that  I must  be  at  work.  The  attendant  financial 
burdens  are  just  one  more  concern.  I know  o^  no  existing  private  or  public  agency 
that  meets  this  need  at  a reasonable  cost.  Perhaps  the  commission  can  accomplish 
something  to  ease  this  condlton. 

Should  the  next  major  change  be  primarily  mental  deterioration,  whether 
caused  by  the  disease  Itseli,  or  triggered  by  some  serious  accidental  Injury 
precipitated  by  decreasing  motor  control,  then  I will  need  to  resolve  the  ques- 
tion how  or  where  to  obtain  corrective  psychiatric  therapy  or  custodial  care. 
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CoAA2.cXi.vz  tkcAapy,  pcA  ouA  laxnlly  p^yzhXaXAUt  ^ can  pA-odacc  only  minmat 
OK  no  depending  on  the  extent  bAotn  damage  pKe^ent.  He  told  me 

j^Kankly,  live  yeoAS  ago,  that  all  he  MOi  Keally  able  to  accomptUk  uxu  to  dAotn 
o{,{,  only  6ome  o^  the  antagonAJ>m  and  Kelieve  i>ome  o{^  the  depKC^^ton.  Ai  he  could 
not  pKevent  {^uAthcA  KegKct^ton,  ok  any  otheA  symptoms  genCKoted  by  additional 
bnain  damage,  he  ivo6  having  pKoblem6  dctenmlng  juat  hoio  much  time  he  should  6 pend 
Lvlth  CatheKlne,  He  could  have  6ome  mea^uKe  o^  6ucce66  ocith  patlenti  not  having 
physically  Induced  mental  pKoblems.  With  heK  he  could  accomplish  little,  ok 
nothing.  I don't  believe  he  had  Kcsolved  his  quandoAy  be^oKe  he  became  teKmlnally 
III  mth  cancQA. 

The  options  leit  oAe  pKlvate  ok  public  custodial  Institutions . PKlvate  coKe 
appeoKS  to  be  out  oi  the  question  because  o{,  cost  consldeKotlons . My  health 
InsuKocnce  benefits  oKe  pKesently  veKy  limited  In  this  Kespect.  The  altennatlve, 
public  coKe, although  adequate  by  some  unknom  standoAds,  appeoK  to  me  at  least, 
to  loll  loA  shoKt  0^  the  caKe  I Mould  like  heK  to  have. 

I hope  the  commission  Mill  give  attention  to  this  pKoblem  o^  long  teKm  coKe. 
FeKhaps  some  national  health  InsuKcmce  pKogKom  slmllaK  to  that  employed  In 
Canada  may  be  one  moKe  thing  Me  need. 

In  Keconsldenlng  the  last  {,2JM  poKagKaphs  I'm  Kemlnded  that  pKesently  theAe 
exist  no  facilities  to  covqa  coKe  of  people  Mho  have  pKogKessed  beyond  the  level 
of  physical  deteAloKotlon  that  nunsing  homes  oAe  Milling  to  accept,  but  Mho  do 
not  yet  KequlAe  the  extKemes  of  custodial  coKe  pKovlded  by  mental  Institutions . 
Will  the  Commission  speak  to  this  pKoblem?  This  suAely  Is  not  an  oAea  that  must 
be  left  to  pKlvate  oKganlzatlons , such  as  the  Committee  to  Combat  Huntington's 
Vis  ease,  to  Kesolve. 

I can  only  add  Mhat  I believe  oKe  my  peAsonal  pnlonltles. 

1st-  I Mont  a means  of  halting  ok  contKolllng  both  the  physical  and 
mental  deteAlonlatlon  of  my  Mlfe. 

2nd:  I Mant  some  means  of  ensunlng  that  my  chlldKen  and  thelK  chlldKen 

Mill  not  have  to  endune  the  navages  of  this  disease. 

3Kd:  While  Malting  foK  both  of  the  above  to  happen,  I Mant  financial 

suppoKt  to  help  pKovlde  the  coKe,  thenapy,  ok  counsel  hiat  Mill 
enable  both  my  Mlfe  and  I to  enjoy  MhateveK  time  Me  have  left, 
togetheK. 
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KATHLKEN  A.  WIESKE 

DETROIT,  MICHIGAN  SEPTEMBER  26,  1976 


I am  a woman,  age  23,  and  single.  I am  the  second 
oldest  of  six  children.  I am  also  what  is  called  "at  risk" 
with  Huntington's  disease.  I don't  like  being  "at  risk." 

I would  like  to  know  if  I have  Huntington's  disease  or  not 
so  that  I could  make  plans  for  the  rest  of  my  life  accordingly. 
The  man  I love  is  25  and  we've  been  together  5 years.  We 
would  like  to  be  married  and  have  children.  If  research  pro- 
gresses as  well  as  it  has  in  the  last  ten  years  and  things 
like  this  Commission  keep  coming  up,  maybe  we  will. 

My  mother  has  Huntington's  disease.  She  was  diagnosed 
around  the  age  of  35.  My  grandfather  had  been  sick  as  long 
as  I can  remember.  He  died  just  recently  after  living  with 
H.D.  almost  25  years.  He  spent  somewhere  around  eight  years 
in  nursing  homes. 

Growing  up,  I saw  the  effects  of  H.D.  on  my  grandfather 
many  times.  When  my  parents  were  married,  he  walked  my 
mother  down  the  aisle.  A few  short  years  later  he  had  to  take 
away  his  driver's  license.  My  father's  job  transferred  us 
down  south.  When  we  left,  grandpa  was  having  troubles 
walking  and  staying  on  his  feet,  but  wasn't  so  bad.  When  we 
came  for  a visit  two  years  later,  he  could  hardly  get  around. 

He  fell  an  awful  lot.  Later  he  was  confined  to  a wheelchair. 
His  speech  had  changed  too.  By  the  time  we  moved  back  to 
Michigan  again,  you  could  just  barely  understand  him.  It 
could  really  bug  me  to  know  that  he  understood  everything 
we  said,  but  couldn't  respond.  To  lie  there,  thinking, 
hearing,  feeling  what  was  going  on  and  not  be  able  to  com- 
municate. He  fell  in  the  bathroom,  broke  the  toilet  tank 
and  pulled  the  sink  off  the  wall.  After  that  they  put  him  in 
a nursing  home.  He  had  to  go  through  a lot  before  they'd  ac- 
cept him.  He  hated  the  tests,  shuffling  around,  etc.,  but 
mostly  he  hated  going.  The  good  places  wouldn't  even  think 
of  taking  him  because  he  could  do  nothing  at  all  for  himself. 

My  grandmother  had  no  money  too.  They  wouldn't  give  him  any 
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help,  or  her  either,  until  a team  of  twenty  specialists  saw 
him  and  determined  he  absolutely  could  not  provide  for  her. 

My  mother's  story  is  sort  of  different.  She  began  to 
show  signs  of  H.D.  much  earlier  than  grandpa.  Her  personality 
changed  drastically.  She  could  not  accept  the  diagnosis  that 
she  had  H.D.  We  were  living  in  the  south  then.  The  doctor 
she  saw  didn't  know  much  about  it.  She  was  sure  he  was  wrong. 
My  parents  originally  thought  the  gene  could  only  be  passed 
to  male  members  of  the  affected  family.  She  and  I left  my 
father  and  the  kids  and  came  back  to  Detroit  because  she 
wanted  to  see  her  own  family  doctor,  the  man  who  delivered 
all  us  kids.  She  felt  he'd  be  honest  and  tell  her  what  was 
really  wrong  with  her.  She  thought  and  hoped  he'd  tell  her 
the  other  doctor  was  wrong.  Her  doctor  here  sent  her  to  a 
psychiatrist  who  did  EKG ' s and  other  tests.  She  had  H.D. 

Her  whole  outlook  changed.  She  took  her  frustration  out  on 
Dad.  They  were  always  fighting.  Us  kids  tried  to  help,  but 
then  she  took  it  out  on  us  too.  She  saw  a psychiatrist  reg- 
ularly. He  decided  she  needed  more  help.  They  sent  her  to 
a psychiatric  hospital  where  she  received  a series  of  shock 
treatments  to  the  brain  and  talked  to  her  some  more . When 
she  came  home  she  was  changed  again,  whereas  before  every- 
thing upset  her,  now  nothing  did.  In  fact,  nothing  pleased 
her.  She  was  completely  out  of  it. 

She's  better  now.  I guess  you  could  say  that.  She 
knows  what's  going  on  around  her,  I think,  but  it's  rough. 
She's  lost  an  incredible  amount  of  weight.  She  seems  to  fall 
a lot  more  lately.  She  rambles  when  she  talks.  When  I call 
on  the  phone  I often  have  to  hang  up  on  her,  not  wanting  to, 
but  because  she  does  talk  so  long  about  things  and  none  of  it 
having  real  meaning  or  bearing  on  here  and  now.  She  loses 
control  of  her  bladder  a lot.  She  knows  this  and  it  bothers 
her  when  the  bed  is  wet,  but  she  has  no  control  over  it. 

It's  hard  on  my  father  and  the  kids  too.  Mostly  my 
father,  because  he  has  to  deal  with  emotional  and  financial 
problems.  He  makes  good  money,  but  isn't  rich.  Mom  takes 
medication  which  costs  a lot.  Blue  Cross/Blue  Shield  said 
he  made  too  much  money  to  get  her  medication  any  cheaper.  It 
must  be  hard,  too,  to  see  someone  you  love  go  through  some- 
thing like  H.D.  and  not  be  able  to  do  much  except  try  to  make 
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her  as  comfortable  as  possible  and  understand.  I am  proud  of 
him,  though.  Not  many  men  would  go  through  what  he  did  and 
stay  around. 

Us  kids  have  had  it  rough  too.  None  of  us  really  knows 
what  it's  like  to  have  a mother.  I remember  when  I was  young 
how  she  always  took  care  of  us,  washed  our  hair,  dressed  us, 
how  she  was  always  so  neat  and  clean  herself. 

Other  kids' mothers  baked  cookies,  signed  permission 
slips,  were  room  mothers  at  school  and  visited  our  teachers 
during  conference  periods.  Dad  had  to  take  off  from  work  and 
go  and  I signed  mom's  names  on  a few  things  so  I'd  feel  like 
the  rest  of  the  kids.  Mom  couldn't  do  a lot  of  those  things 
and  because  of  her  increased  change  of  appearance,  walk,  speech, 
the  way  she  looked,  she  was  afraid  to  go  and  see  people  (or 
have  them  see  her) . Once  a salesperson  in  a department  store 
told  another  that  mom  was  drunk  and  they  followed  us  around 
pointing  and  laughing  at  her.  We  took  her  to  the  beauty  shop 
and  the  beautician  talked  to  me  as  though  she  couldn't  make 
up  her  own  mind  or  worse,  as  though  she  wasn ' t even  in  the 
room. 


Most  of  what  I know  about  H.D.  has  come  from  pamphlets, 
books,  etc.  Dad  has  given  us  things  from  Committee  to  Combat 
Huntington's  Disease  and  medical  books.  Dad  finally  had  to 
tell  us  about  mom  when  she  changed  so  bad  we  had  to  know  or 
we'd  hate  her.  Since  then  we've  been  able  to  talk  about  it 
a lot  easier,  which  I believe  helps.  A lot  of  families  can't 
even  do  that.  From  what  I've  heard  other  people  say,  those 
of  us  affected  by  H.D.  seem  to  know  more  about  it  than  doc- 
tors do.  I'd  like  to  see  this  change.  There  are  so  many  di- 
seases out  there,  I guess,  but  it  has  been  shown  that  H.D. 
does  affect  enough  that  doctors  should  know  something  about  it. 

I do  want  to  get  married,  but  I won't  marry  a man  and 
make  him  go  through  the  hell  my  dad  and  God  knows  how  many 
others  had  to  go  through.  A man  in  C.C.H.D.  told  how  the 
only  way  he  could  get  the  financial  assistance  and  care  his 
wife  needed  was  to  divorce  her.  Then  she  had  no  source  of 
income  and  that  state  would  help  her.  How  can  I ask  him  to 
go  through  something  like  that? 
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I don't  know  if  I'd  want  to  have  children  either. 

There  are  so  many  things  that  can  happen  to  a kid  before  he 
ever  reaches  the  age  of  onset  of  H.D.  that  this  seems  silly 
to  say.  But  H.D.  is  inherited  and  so  far  there  is  no  way  to 
stop  it.  If  I never  had  a child  and  had  H.D.,  at  least  it 
would  stop  there.  If  I never  have  H.D....well,  that's  another 
thing.  I thought  maybe  we'd  adopt  children.  Then  I asked 
myself,  "would  they  turn  ME  down  because  of  my  medical  history? 
Being  "at  risk",  I could  develop  H.D.  at  any  time.  Is  some- 
one with  H.D.  considered  a fit  parent?  I'm  young  yet  so  I 
can  afford  to  wait  and  see  what  happens  before  I decide  def- 
initely about  children,  but  it  is  a problem. 

If  more  money  is  spent  on  research,  I would  like  to  see 
scientists  come  up  with  a predictive  test.  I'm  living  with 
a very  "iffy"  50/50  thing,  but  am  forced  to  live  and  plan  my 
life  as  though  I will  eventually  have  H.D.  This  means  do  it 
now  because  you  might  not  be  able  to  later  on  (which  isn't 
always  bad  either,  ha  ha).  Maybe  I will  have  H.D.,  maybe  not, 
but  since  I don ' t know,  how  else  can  I live? 

Up  to  this  point  things  have  been  sort  of  put  down  to 
give  some  idea  where  I come  from  and  background.  It's  pro- 
bably hard  to  follow,  but  that's  only  because  I never  really 
put  in  writing  the  effects  of  Huntington's  disease  on  my  life. 

I'd  like  to  sum  up  by  listing  things  I'd  like  to  see  come 
out  of  this  Commission.  I'd  like  to  see  any  kind  of  medical 
improvements  which  would  make  living  with  H.D.  easier  on  and 
for  its  victims.  I'd  like  to  see  doctors  who  can  give  the 
patient  and  family  information  which  would  help  them  to  under- 
stand and  cope  with  this  disease.  I'd  like  to  see  financial 
help  available  to  those  who  can't  afford  medical  expenses, 
home  nursing,  good  nursing  home  care,  psychiatric  help,  etc. 
Also,  when  the  father  is  no  longer  the  bread  winner  and  the 
mother  must  try  to  pay  bills,  someone  to  help  her.  Or  help 
the  father  when  the  mother  can't  take  care  of  the  kids  much 
less  herself  anymore,  because  he  can't  raise  kids  and  go  to 
work  too.  I'd  also  like  to  see  genetic  counselors  who  can 
help  kids,  couples  just  starting  out,  to  make  decisions 
around  family  planning,  etc.  Again,  though,  more  people  in 
these  fields  need  to  know  more  about  Huntington's  Chorea  be- 
fore they  can  even  begin  to  help  us  to  cope  with  it. 
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I'm  hoping  what  I've  said  will  be  of  help  to  the  Commis- 
sion in  some  way.  Also,  that  enough  people  have  given  their 
statements  so  that  the  Commission  will  be  able  to  see  there 
are  a lot  of  us  and  we  do  need  any  help  we  can  get. 

For  anything  that  comes  from  this  Commission  that  will 
in  any  way  make  for  a brighter  future  for  us,  I say,  "thank 
you."  Even  if  all  it  is  is  just  a little  publicity,  it'll 
help,  really  help. 


2-367 


Ann  Arbor,  Michiaan 


October  1 , 1976 


BRENDA  WILLIAMS 

METAMORA,  MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three. 


How  many  are  afflicted  now?  Four. 


How  many  are  "at  risk?"  Thirty. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  One  in  hospital  and 
two  at  doctor's. 

Any  problems  in  getting  a diagnosis? 

No  problems  because  we  knew  it  ran  in  family. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

No,  not  until  later  life  when  we  couldn't  take 
care  of  them. 

Were  there  any  financial  troubles? 

Yes,  because  nursing  home  costs  too  much. 


Was  there  an  employment  problem? 


No. 


How  were  your  requests  for  assistance  received  or 
refused? 

The  state  refused  to  assist  them. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  pciyments? 


No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Yes . 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/y/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/y/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/x/  RELIEF  from  financial  burdens. 

OTHER: 
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CYNTHIA  J.  WINTERS 

STERLING  HEIGHTS,  MICHIGAN  SEPTEMBER  3,  1976 


This  letter  is  to  request  all  available  information 
on  the  disease  and  ways  I can  help. 
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HELGA  WOLSKE 

BENTON  HARBOR,  MICHIGAN  SEPTEMBER  27,  1976 


I'm  not  so  sure  about  a salutation  since  "Dear  Sirs" 
and  "Gentlemen"  has  been  outmoded. 

But  I'm  very  sure  what  I want  to  say. 

I personally  know  the  family  of  a Huntington's  disease 
victim.  I know  their  hardships  and  the  uncertain  future  of 
their  children. 

They  need  funds  desperately  for  research  and  medical 

aid. 


In  view  of  such  vast  sums  being  spent  on  rehabilitation 
and  cure  of  all  kinds  of  self-inflicted  diseases,  I feel  these 
people  need  a break,  who  suffer  so  without  any  fault  of  their 
own. 
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DAVID  WOOD 

MARSHALL,  MICHIGAN  OCTOBER  6,  1976 


I feel  that  Huntington's  disease  is  a dreadful  disease. 
My  grandfather  died  a year  and  a half  ago.  He  was  only  54, 
so  that  proves  that  this  is  a very  dreadful  disease. 

I worry  about  my  dad.  He  has  a 50  - 50  chance  of  get- 
ting the  disease.  I wonder  if  I will  get  it.  If  my  dad 
doesn't  get  it,  I won't  either. 

We  are  hoping  for  a cure. 
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DENISE  WOOD 

MARSHALL,  MICHIGAN  OCTOBER  6,  1976 


I was  asked  to  tell  you  about  Huntington's  disease. 
Huntington's  disease,  in  my  opinion,  is  a terrible  disease 
that  affects  many  people. 

My  grandfather^  mother  died  of  this  disease  and  my 
grandfather  died  one  year  and  nine  months  ago.  This  means 
that  my  dad  and  his  sisters  and  brother  have  a 50  - 50 
chance  of  getting  this  killer. 

My  parents  are  both  very  active  in  the  Battle  Creek  chap- 
ter and  we're  still  hoping  for  a cure. 

Huntington's  is  a neurological  disease  and  involves 
dizziness  and  the  slurring  of  the  speech.  This  disease  makes 
the  people  that  have  it  suffer  so  please,  keep  them  from 
suffering . 
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R . GWENDOLYN  WRIGHT 

BELLEVUE,  MICHIGAN  SEPTEMBER  26,  1976 


Being  married  to  a wonderful  person  for  25  years  who  is 
"at  risk",  I can  only  give  you  a biased  viewpoint  from  my 
angle  which  is  probably  not  like  the  others.  I've  been  told 
my  attitudes  are  "different,  not  normal."  I believe  in  time 
Huntington's  disease  will  be  controlled  or  have  a breakthrough 
like  Polio,  T.B.  and  many  of  the  other  "out-cast,  keep  away 
from  them  as  they  have  it  in  their  family"  diseases.  Yes,  I 
am  aware  that  this  is  hereditary,  while  the  others  are  not, 
but  I feel  no  more  shame  than  what  those  families  have  been 
through  in  the  past  years.  And  now  at  least  in  my  generation, 
those  are  no  longer  dirty,  hush-hush,  don't  say  them  out  loud 
words . 

Being  married  to  a wonderful  person  probably  makes  a great 
difference,  as  the  wives  of  my  husbands  brother  should  have 
a very  different  attitude.  Yes,  2 boys  in  the  same  family, 
(there  are  4 boys) , who  watched  their  grandmother,  mother  and 
uncle  in  very  recent  years  die  with  Huntington's  disease  and 
heard  of  the  suicides,  etc.  of  others  (uncles)  who  thought 
they  might  have  it  and  actually  didn't,  had  different  reactions, 
opposite  I say. 

The  older  brother  after  discharge  from  Korea  and  again 
living  at  home,  would  sit  and  study  Mom,  day  and  night, 
and  was  elated  to  learn  that  Mom  had  no  involuntary  movements 
while  sleeping.  We  were  elated  too,  as  her  body  sure  needed 
some  rest.  He  has  always  been  moody;,  short  violent  tempered, 
and  frequently  not  pleasant  to  be  around.  Presently  he  seems 
to  try  to  be  antisocial  and  at  least  once  a year  or  more  often 
will  stay  in  a cheap  hotel  room  for  several  (or  many)  weeks 
at  a time.  He  has  been  married  twice.  His  first  wife,  I be- 
lieve, didn't  have  the  long,  extended  bad  moods  to  live  with. 

I know  she  was  very  scared  of  Huntington's  and  feel  this  is 
really  why  she  left  him.  His  second  marriage  is  to  a truly 
wonderful,  loving  person,  and  he  is  very  proud  to  have 
fathered  a little  girl  and  many  times  it's  his  only  time 
of  being  civil  any  more  is  when  he  is  with  her.  His  wife  has 
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three  great  children  by  another  marriage ,,  the  youngest  being 
in  high  school.  Their  little  girl  just  started  school  last 
year  and  doesn't  understand  when  Daddy  decides  he  doesn't 
want  to  live  at  home  for  a time,  when  the  incident  that 
triggered  it  can  no  longer  be  remembered.  Presently  he  seems 
to  enjoy  trying  to  be  disagreeable  and  doesn't  want  anyone  to 
think  anything  good  about  him,  even  though  we  do  know  better. 
Yearly  his  mental  attitude  is  worse,  but  he  has  shown  no 
signs  of  the  disease  even  though  he,  too,  of  course,  is  "at 
risk. " 


I didn't  meet  my  husband  until  he  was  graduated  from 
high  school  and  I was  still  attending,  but  at  a different 
school.  I observed  his  Mom  had  a "tic"  or  occasional  move- 
ment, but  compared  it  to  a teacher  and  principal  that  used 
to  be  at  my  school,  with  like  twitches. 

From  the  time  I first  knew  him,  he  had  to  live  his  whole 
life  before  ne  was  30  and  everything  he  did  or  planned,  this 
was  at  the  back  of  it  all.  I married  him  knowing  this 
"Huntington's  Chorea"  (as  he  heard  someone  call  it  onc&)  w^<= 
hereditary  and  although  his  Mom  was  far  from  being  bedridden 
yet,  that  I would  have  many  years  caring  for  him  in  bed,  being 
totally  incapacitated  and  unable  to  communicate.  The  worst 
fear  for  themselves  is  being  unable  to  communicate . 


Well,  he  got  near  30,  no  symptoms,  so  he  started  talking 
that  he  might  have  an  extra  5 years  and  so  planned  his  life 
to  have  essential  things  ready  by  age  35  and  then  moved  it  up 
to  40.  He  is  46  and  soon  to  be  47  (in  a couple  plus  months) 
and  feels  he  has  been  blessed  with  "bonus  years."  Being 
grateful  to  the  good  people  of  his  community  for  all  they  did 
for  him  in  helping  him  grow  up  and  realizing  their  impact,  he 
has  tried  to  be  a good  person  to  others. 

Our  3 girls  are  close  in  age,  5 years  later  a boy  and  in 
another  5 years  another  son,  and  the  monthly  worry  of  there 
being  more.  We  are  both  too  old  to  have  more,  but  I'm  very 
fertile  and  "only  one  little  live  sperm"  does  it.  When  the 
boys  were  born  he  was  sure  he  would  never  see  them  grow  to 
maturity.  We  gradually  gave  up  adult  entertainment  and  in- 
volved ourselves  totally  - physically,  emotionally,  mone- 
tarily, with  projects  and  activities  that  would  help  kids,  as 
he  was  sure  he  soon  would  no  longer  be  able  to  do  his  share; 
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take  his  turn,  so  he  needed  to  help  now,  as  someone  would  have 
to  help  raise  his  kids  and  do  for  them  in  just  a little  bit, 
when  he  was  no  longer  able.  And  the  community  adults  do  have 
a tremendous  impact  that  most  of  them  are  totally  unaware  of. 

He  has  a "God  given"  talent,  I believe,  in  that  he 
nearly  always  is  able  to  almost  instantly  see  both  sides  of 
a situation,  pro  and  con,  and  make  an  intelligent  decision 
from  his  evaluation.  The  drawback  is  that  sometimes  it  makes 
you  very  impatient  and  frustrated  when  others  don't  see  it  as 
quickly.  He  does  procrastinate,  sometimes  to  see  if  the 
decision  he  has  made  is  a wise  one.  But  having  his  "tracks 
covered"  is  a habit. 

But  the  mental  torture  he  has  gone  through,  someone  not 
entirely  associated  with  the  "risk"  threat  cannot  understand 
or  believe.  When  they  are  young  they  are  not  sure  what  it 
is  they  are  scared  of,  but  sense  something.  When  they  relax 
their  mind  enough  to  think  of,  or  when  it  just  plain  forces 
itself  through,  there  is  a horrible  depression,  self-doubt  and 
questioning  of  others'  motives . It  lasts  for  different  periods 
of  time  and  the  only  one  they  can  talk  to  is  their  spouse  - or 
keep  on  bottling  it  up.  Living  12  miles  from  town  it  is  not 
uncommon  to  have  him  drive  home  for  lunch  for  reassurance  and 
someone  to  listen  to  him  even  though  it's  nearly  one  half  hour 
each  way.  No,  not  always  this  disease  is  on  his  mind,  but  so 
many,  many  times  it  has  been  and  other  times  there  is  general- 
ly a gang  of  kids  here.  How  they  can  work,  I don't  know,  be- 
cause at  the  end  of  the  day  it's  still  gnawing  away  and  all 
night  they  are  worrying  about  it  even  if  they  can  find  sleep. 
And  because  they  have  dreamed  it  all  night,  they  are  exhausted 
and  more  apprehensive  in  the  morning. 

His  doctor,  an  internist  of  high  reputation,  was  not  told 
of  this  "risk"  threat  so  that  he  would  treat  the  ailment 
presently  at  hand  and  not  use  the  disease  as  a scapegoat  for 
everything  as  we  had  seen  done  with  Mom.  When  the  threat  of 
working  conditions  changing  and  finally  observing  that  "securi 
ty"  actually  is  in  the  mind  of  the  individual,  he  seriously 
considered  going  into  business  for  himself.  He  recently  had 
leveled  with  the  doctor  and  needed  to  know  if  there  was  any 
reason  at  all  why  he  should  not  do  this.  He  had  worked  for 
15  years  at  one  place;  had  become  the  highest  paid  employee. 
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with  three  weeks  paid  vacation;  health  insurance  that  now 
paid  from  the  first  or  third  day,  depending  on  the  nature  of 
the  absence  and  a very  high  life  insurance  as  well  as  profit 
sharing.  The  decision  to  leave  was  made  in  July,  as  the  doc- 
tor had  no  knowing  reasons  why  he  shouldn't.  He  lived  with 
the  decision  until  his  anticipated  termination  of  January 
the  first.  Two  weeks'  notice  was  given  and  Mom  died  during 
that  time.  The  business  had  always  terminated  employment  im- 
mediately upon  two  weeks  notification  and  thought  it  was 
because  he  was  upset  over  his  mother's  death  and  asked  him  to 
stay  and  called  him  in  to  help  take  inventory.  They  couldn't 
believe  the  decision  was  made  the  summer  before.  In  prepara- 
tion to  leaving,  of  course  insurance  had  to  be  ready  to  carry 
on  and  the  company  we  sought  it  from,  we  answered  truthfully 
upon  the  advice  of  the  doctor.  There  was  no  known  reason  why 
we  should  not  be  insurable.  But  the  notation  in  his  records 
of  a risk  of  Huntington's  disease  and  they  refused  any  kind 
of  insurance.  What  a blow!  The  next  worry  was  that  we  may 
have  been  put  on  a black  list  and  not  be  able  to  receive  it 
anywhere.  The  doctor  got  an  earful  and,  of  course,  we  ex- 
pected he  had  been  two-faced.  He  eventually  told  us  who  to 
call  and  we  were  able  to  obtain  insurance  through  that  com- 
pany for  all  our  insurance  needs. 

I no  longer  remember  when  the  doctor  was  leveled  with. 

But  the  youngest  brother  was  in  the  hospital  for  the  second 
time  and  nothing  was  coming  from  any  of  the  tests  that  was 
helping  him.  He  had  the  same  internist  at  this  time.  I 
knew  the  doctor  was  leaving  for  a convention  and  also  that  he 
was  baffled  by  no  progress  of  the  younger  brother.  So  I 
stopped  into  the  office  and  asked  to  see  him  for  a moment. 

At  my  turn,  I asked  the  doctor  while  he  was  away,  to  please 
look  into  anything  about  Huntington's  Chorea.  He  was 
shocked.  Never  heard  of  such  a thing  and  grabbed  for  his 
books.  One  book  gave  about  four  inches  one  column  wide  to 
the  disease  and  he  read  it  to  me.  He  demanded  to  know  why 
he  had  never  been  told  and,  of  course,  my  answer  was  that 
we  didn't  want  every  ailment  and  symptom  blamed  on  the  disease 
as  we  knew  had  been  done  to  Mom.  Then  I offered  that  perhaps 
worry  over  the  disease  was  why  the  youngest  brother  was  not 
being  helped.  He  had  not  realized  the  two  were  brothers.  My 
husband  has  always  thought  that  I might  have  been  told  some- 
thing by  the  doctor  some  time  that  he  hadn't,  but  this  is  the 
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only  thing  I ever  did,  and  only  communication  there  was 
about  It. 

Depression,  worry,  deep  concern,  panic,  lasts  generally 
up  to  two  weeks  at  a time  and  when  other  things  aren't 
running  smoothly,  occurs  more  frequently. 

As  our  house  has  increased  in  size  to  meet  our  grow- 
ing family,  the  doors  and  steps  are  made  (with  the  addition 
of  one  more  step)  to  handle  wheel  chairs  easily.  It  is  ar- 
ranged so  we  can  have  a small  apartment  and  rent  an  apart- 
ment if  it  is  so  needed,  with  a door  going  where  a window  is. 
These  additions  and  changes  were  made  over  16  and  11  years 
ago  - Mom  was  never  able  to  take  advantage  of  them.  But  if 
we  need  them,  they  are  there. 

A few  years  ago  - three,  I think,  an  article  appeared  in 
our  paper  about  Huntington's  and  although  he  wouldn't  read  it, 
asked  me  to  and  I saved  it  in  case  I may  need  names  and  ad- 
dresses sometime.  Then,  in  June  on  a radio  station  while 
returning  from  a call  some  distance  away,  he  heard  a talk  by 
a person  who  actually  had  some  hope  for  people  "at  risk"  and 
having  the  disease.  Just  knowing  someone  was  concerned  and 
working  on  it  was  a tremendous  uplift  and  provided  much  ex- 
citement to  him.  Having  to  attend  a graduation  that  evening 
about  one  and  one  half  hours  drive  away,  he  told  me  what  he 
had  heard  and  that  there  was  a faint  ray  of  hope.  He  had 
always  hoped  and  prayed  there  might  be  some  advancement  in 
knowledge,  but  no  one  had  been  working  on  it  for  about  15 
years.  This  is  the  present  C.C.H.D.  unit. 

Sometime  before  changing  jobs  he  came  home  depressed  and 
said  uncle  had  been  in  and  that  he  had  the  disease.  (Mom's 
youngest  brother.)  I said  I had  seen  them  and  I couldn't 
believe  it,  but  he  knew  better.  It  was  true;  and  he  would 
report  how  uncle  was  better  this  time  and  a lot  worse  another 
time.  Another  victim,  thought  past  the  age.  He  died.  Brain 
was  donated. 

Now  the  boys  had  a terribly  hard  time  and  generally  would 
try  to  think  up  excuses  not  to  visit  Mom  and  Dad.  It  was 
hard  too,  to  see  her  finally  confined  to  bed  and  soon  a hos- 
pital bed,  to  make  it  easier  to  care  for  her.  They  did  not 
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witness  much  of  the  rebellion  she  had  in  giving  in  to  the 
disease.  After  they  reconciled  themselves  to  it,  they  are  so 
much  easier  to  care  for.  The  fight  is  tremendous.  But  even- 
tually they  visited  home,  not  as  frequently  as  they  should. 

Mom's  youngest  sister  did  not  visit  any  longer  either  and 
the  boys  had  been  especially  close  to  her  and  uncle.  Our 
family  was  too.  Later  the  boys  became  very  bitter  at  aunt  be- 
cause she  wouldn't  visit  Mom  because  it  depressed  aunt  so  for 
so  long  after.  But  we  know  they  did  the  same  thing.  Our 
daughters  now  say  Dad  would  have  a fit  if  we  treated  him  that 
way.  He  will.  We'll  wait  for  their  reaction  when  it  comes. 

It  is  so  hard  to  watch  them  get  worse,  knowing  there's  nothing 
you  can  do  to  help  and  also  knowing  there  you  are  one  of  these 
days . 


Uncle's  wife  told  us  of  C.C.H.D.  meetings  always  being 
held  on  Sunday  and  we  always  seemed  to  have  something  planned. 
Yes,  I agree  with  the  Sunday  time  of  meetings,  but  it's  going 
to  take  some  strong  self  will  to  get  there.  We  haven't  made 
it  yet,  but  know  we  will.  We  support  it  all  we  can  - without 
our  presence. 

We  were  eager  and  apprehensive  to  participate  in  the  blood 
and  other  test  collection  held  a couple  of  years  ago.  I over- 
came all  his  excuses  and  we  made  it  before  they  closed  and  he 
was  so  glad  he  did  that  we  contacted  Dad  and  took  him  to  have 
his  done  the  next  day  when  they  were  in  another  town.  He  was 
apprehensive  also,  but  willing  and  thankful  he  did  it.  Es- 
pecially to  know  it  might  help  some  of  the  grandchildren. 

Our  daughters  were  aware  that  we  participated  in  the 
tests  or  sampling  and  my  husband  just  shook  over  it.  Their 
knowing.  The  girls  and  I try  to  keep  open  with  each  other  and 
pass  everything  back  and  forth  we  can. 

Sometime  later  I was  contacted  about  having  our  childreris 
and  Momb  other  sons'  families  tested  and  sampled.  I agreed  to 
do  it  in  our  home  on  a specified  day  and  my  husband  really 
was  terrified.  He  didn't  mind  it  at  the  hospital,  he  wanted 
his  brothers'  families  done,  accepted  our  daughter's  having  it 
done,  but  he  said  with  our  teenage  sons  I was  opening  a whole 
new  can  of  worms.  Teen  years  have  so  much  without  dumping 
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this  on  their  minds  too.  We  told  them  in  the  morning  of 
the  day  about  the  tests  and  sampling  and  soon  everyone  began 
to  arrive.  I think  the  brothers  came  here  and  might  not  have 
to  the  hospital  or  someone  else's  home.  We  answered  our  boys' 
questions  truthfully  and  honestly  as  we  could  and  have  not 
been  questioned  for  some  time  - but  what  all  circulates  in  a 
17  year  old  and  12  year  old  head  now  is  not  always  shared  with 
parents.  They  can't  help  but  know  it  upsets  their  Dad. 

We  just  read  in  the  paper  of  a new  collection  of  samples 
at  a hospital  from  someone  out  west  and  we  felt  a little  hurt 
that  we  did  not  know  about  it  in  advance  to  participate. 

We  just  returned  from  a mid-year  Board  of  Directors 
meeting  out  west  and  found  a request  for  input  and  knowing 
how  the  mails  work  and  how  long  this  is  taking.  Will  send 
this  on  and  write  what  I know  about  Morn,  even  though  it  may 
be  too  late.  Am  making  no  copies  for  myself  and  know  my 
husbandfe  story  might  be  very  different.  He's  had  it  pressing 
on  his  mind  for  so  many  years. 

I say  if  it  comes,  I will  do  all  in  my  power  to  do 
everything  that  is  feasible.  My  hardest  part  would  be  to 
physically  control  him  while  he  was  reconciling  himself  to 
letting  me  help  care  for  him.  The  realization  of  its  actual 
presence  would  be  a horrid  ordeal  for  him  to  accept.  I think 
I'm  up  to  it.  He  has  said  he  would  want  to  participate  in 
all  studies  and  tests  to  maybe  help  others  and  his  family, 
but  that  first  realization  would  be...? 

If  he  should  be  one  to  have  the  disease,  it  will  be  an 
honor  to  care  for  him.  He  has  cared  for  me  and  our  family  so 
well  for  so  long. 
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I married  into  a family  knowing  they  had  what  is  now 
termed  Huntington's  disease.  No,  I'm  not  sorry,  for  many 
families  without  this  threat  do  not  have  the  love,  kindness 
and  understanding  that  they  have.  I feel  I have  been  blessed 
far  beyond  my  due. 

But  Grandmother,  who  I never  knew,  died  with  the  disease. 
So  did  some  others  of  her  family.  But  worst  is  the  ones  who 
committed  suicide  thinking  they  had  it,  but  didn't. 

Mother  also  died  with  the  disease  and  I was  fortunate  to 
know  her  before  she  lost  her  communication  and  could  function 
normally.  Her  older  sister  died  in  a mental  hospital  with 
the  disease.  Another  brother  whose  wife  abandoned  him  when 
he  got  bad  died  on  Detroit's  "skid  row."  They  had  gone  to 
call  on  them  and  not  giving  up  the  search,  found  that  he  had 
died  a couple  of  months  earlier,  in  the  gutter.  A brother 
younger  than  he  was  abandoned  by  his  wife,  but  she  brought 
him  to  the  youngest  sister's  house  and  dropped  him  off.  No, 
he  did  not  have  the  disease,  but  she  was  afraid  he  might.  His 
daughter  had  a pauperb  funeral  for  him  and  was  shocked  to 
learn  he  didn't  have  it.  She  just  expected  it.  Just  shortly 
before  he  died,  he  had  two  strokes,  but  no,  not  the  disease. 
And  the  youngest  brother  died  with  it  and  we  are  thankful  his 
brain  was  donated  to  try  to  help  his  children  and  all  those 
"at  risk."  But  the  youngest  sisterfe  family,  who  used  to  be 
so  close  with  their  family  resented  his  wife's  placement  of  him 
in  the  V.A.  Hospital  and  basically  has  nothing  to  do  with 
them  after  being  so  close  for  so  many  years.  She  did  go  visit 
him  there,  which  was  progress  for  her  from  when  Mom  was  ill. 
She  has  been  blessed  in  the  fact  that  it  looks  like  she  is 
over  the  danger. 

This  unclefe  oldest  daughter  rejects,  or  did,  most  of  the 
family  and  is  always  suffering  from  one  thing  or  another  as 
well  as  numerous  husbands.  I think  it's  mostly  fear  of  the 
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disease.  Others  in  his  family  are  doing  their  all  to  co- 
operate with  the  C.C.H.D.  and  given  so  much  time  and  money 
and  still  are  doing  so.  But  how  depressing  it  was  for  him 
when  out  of  the  family  children  saw  him  and  shrieked  with 
terror  because  they  were  scared  by  his  movement  and  looks. 

And  what  a time  keeping  the  car  keys  from  him.  It  was  pre- 
sumed, or  known,  he  wanted  to  create  a one-car  accident  taking 
his  own  life,  but  he  wouldn't  touch  someone  else's  car  to 
damage  it.  They  hate  slopping  food  all  over,  missing  their 
mouth  and  having  to  eat  with  a tablespoon,  but  that's  a part 
of  it . 

Mom  and  Dad  enjoyed  our  daughters;  their  first  grand- 
children so  much.  Mom  just  had  involuntary  movement  when  the 
girls  were  little  which,  of  course,  progressed  with  greater, 
wilder  and  more  movement  all  the  time.  But  about  twenty  plus 
years  ago,  they  stopped  in  just  after  a meal  time  and  wanted 
to  show  us  something.  Our  little  table  was  crammed  full,  as 
always,  and  Dad  got  a full  glass  of  water  and  set  it  in  the 
middle  of  the  mess.  Mom  picked  up  the  glass,  drank  from  it 
and  returned  it  to  spot  without  spilling  a drop.  Oh,  how 
happy  we  all  were!  (After  much  skipping  around  of  doctors.) 
Her  doctor  had  obtained  medication  from  Ann  Arbor,  I think, 
which  he  was  giving  her.  He  said  he  did  not  know  if  she  was 
in  the  control  group  or  the  experimental  group,  but  there  was 
no  doubt  she  had  something  that  helped.  And  help  it  did  for 
some  time.  She  had  pain  in  her  arm  which  would  become  al- 
most unbearable  and  the  doctor  tried  to  pass  it  off  as  a part 
of  Huntington's.  Dad  argued  back  that  none  of  the  rest  of 
the  family  had  pain  with  the  disease  and  asked  him  to  treat 
her  for  arthritis  and  he'd  do  and  pay  whatever  was  necessary. 
They  put  her  in  the  hospital  and  gave  her  cortisone.  She 
never  had  any  pain  after  that,  but  the  nurses  didn't  know  how 
to  care  for  her  with  so  much  movement. 

When  uncle  was  in  the  hospital  he  broke  out  with  a 
rash  and  they  took  all  medication  away  from  him.  Of  course, 
he  immediately  got  worse  and  there  was  much  ado  to  get  them 
to  put  him  back  on  it.  The  rash  was  from  the  laundry  changing 
procedures ! 
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We  were  told  years  ago  there  were  eleven  known  families 
in  the  State  of  Michigan.  Now  see  how  many  were  not  diagnosed 
to  receive  any  help! 

When  Mom  got  to  where  she  needed  daily  care.  Dad  tried 
all  the  private  rest  homes  and  convalescent  places  in  the  area. 
At  first  he  would  leave  her  just  during  the  day.  Then  she  re- 
quired more  rest  and  it  became  hard  for  her  to  get  around  so 
he  brought  her  home  on  weekends.  But  it  would  take  half  a 
day  to  help  clean  out  her  bowels.  He  actually  had  to  take  a 
large  spoon  and  dig  her  out.  They  did  not  take  the  time  to 
feed  her  - it  took  too  long  - did  not  fix  a balanced  diet  to 
help  with  self  regulation  if  they  would  feed  her.  Dad  went 
every  night  to  feed  her  and  after  seeing  they  were  doing  im- 
properly, he  started  searching  for  someone  to  stay  at  home 
with  her.  That  is  a long  ordeal  anymore  and  you  have  to  put 
up  with  some  real  dummies,  odd-balls,  whatever.  He  never  tried 
the  County  Medical  Facility  which  might  have  given  her  good 
care,  but  it  was  an  outgrowth  of  the  old  "Poor  Farm"  and  the 
stigmatism  was  too  great.  My  parents  or  anyone  their  age 
looks  beyond  the  good  care,  only  place  of  good  care  in  our 
area  and  still  see,  "Poor  Farm." 

After  getting  someone  to  care  for  her  at  home,  she  did 
get  so  much  better.  The  later  ladies  lived  in  and  the  last 
husband  and  wife  slept  upstairs.  Dad  had  to  work.  Her  medi- 
cine was  $40.00  a week,  every  week,  besides  the  cost  of  her 
"nurse."  Her  laundry  was  3 bushels  every  other  day,  which  I 
did  until  he  started  taking  it  to  the  laundromat  and  could  be 
done  so  much  faster  with  many  machines  at  once.  But  someone 
did  have  to  stay  with  Mom  while  it  was  being  done.  She  had 
no  bed  sores  after  we  got  her  healed  up  once  at  home.  The 
blender  was  such  a help  as  soon  as  they  came  out.  She  en- 
joyed her  meals  so  much  more  and  the  variety  was  greater  than 
baby  food. 

When  Dad  got  home  from  work,  he  took  over  and  cared  for 
all  her  needs  until  time  to  leave  for  work  in  the  morning. 

And  there  was  so  much  gentleness  and  love  even  though  she 
lost  communication  and  eventually,  at  the  last,  even  her 
eyesight . 
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At  the  time  of  Dad's  motherfe  death,  of  course,  Mom 
went  to  the  funeral  and  sat  in  the  car  afterwards  while  Dad 
tended  to  other  things.  People  were  so  cruel.  They  would 
come  up,  look  at  her,  then  tell  how  bad  she  was  and  call  to 
someone  else  to  come  see  how  bad  she  was.  Yes,  Mom  had  lost 
communication,  but  her  hearing  was  excellent  and  when  I saw 
what  was  being  done,  had  to  ask  them  to  walk  on.  Mom  was  tired. 
Never  was  I so  mad. 

While  searching  for  someone  to  care  for  her,  I tried  to 
keep  her  here,  but  she  still  hadn't  given  in  and  one  of  her 
ways  of  rebellion  was  to  undress  herself  and  how  she  was  able 
to  do  it.  I'll  never  know.  I had  such  a hard  time  getting  her 
re-dressed  and  back  onto  the  couch.  When  she  got  down  on  the 
floor.  It  was  so  hard  to  get  her  up,  as  she  couldn't  help 
herself.  Dad  found  a place  soon  and  I think  she  was  so  good 
at  home  because  she  knew  she  had  not  been  taken  care  of  right 
at  all  these  other  places.  Her  mind  was  always  alert  and 
knowing  - right  to  the  end.  Before  her  marriage  she  had  done 
nursing  and  worked  for  doctors. 

Communication,  no,  but  you  could  tell  by  her  eyes  and  a 
forced  facial  expression  what  she  was  trying  to  say  sometimes. 
She  loved  the  new  babies  and  they,  indeed,  loved  her.  Just 
had  to  watch  she  didn ' t whack  them  when  she  wanted  so  much  to 
touch  and  caress  them. 

She  enjoyed  television  and  eventually  used  it  like  a 
radio,  I know.  When  someone  would  come  to  call  on  her,  she 
would  be  so  much  more  contented  for  about  three  days  after. 

You  know  her  mind  was  running  a replay  of  that  person,  of  their 
relationship  previously.  Reverend  Rhoades  was  her  favorite 
visitor,  then  he  had  cataract  surgery;  but  when  he  started 
calling  again,  he  would  tell  me  he  knew  that  she  could  under- 
stand everything,  which  the  community  didn't  believe. 

The  "nurses"  were  so  trying  and  we  felt  so  sorry  for  Dad. 
It  took  so  long  to  find  someone  else  when  this  one  was  saying 
cruel  things  and  not  handling  her  gently.  When  I would  take 
things  up  there,  often  they  would  say  I had  stolen  the  dishes 
from  Mom  and  even  confiscated  my  tablecloths  I took  at  holiday 
time.  Oh,  what  things  for  Mom  to  hear  when  it  was  not  so. 
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One  even  came  to  our  home  and  said  Dad  needs  this,  this  and 
this  and  I'll  tell  him  you've  got  it  and  expect  you  to  bring 
it.  Some  were  the  very  things  Mom  had  bought  the  last  time 
she  did  shopping  for  us  at  Christmas  herself.  (With  Dad,  her 
in  a wheelchair.)  Dad  didn't  argue  too  ferociously.  Mom  was 
listening  and  what  was  this  person  saying  when  he  wasn't 
there  1 He  just  told  Mom  the  truth  and  refused  to  argue,  and 
walked  out  of  the  house. 

The  last  lady  to  care  for  her  was  a gem.  While  she  and 
her  husband  went  for  a two- week  vacation  I cared  for  Mom  from 
the  time  he  went  to  work  until  he  returned.  It  was  a labor 
of  love  and  I was  busy  from  the  time  I got  there  until  2:30, 
before  there  was  a pause.  Of  course  taking  an  hour  each 
time  to  feed  her,  her  bath,  etc.,  was  all  there  was,  but  it 
was  2:30  before  I could  wash  her  dishes  or  sweep  their  floor. 

It  was  just  so  time  consuming,  it  was  hard  to  believe  the 
day  was  gone  already.  The  women  who  first  took  care  of  her 
never  even  washed  her  dishes  or  had  anything  started  for  sup- 
per, but  the  government  people  argued  with  Dad  every  time  he 
paid  their  Social  Security,  which  is  required. 

Because  he  had  so  much  to  do  when  he  got  home  and  his 
every  waking  hour  was  caring  for  her,  there  was  a terrible 
void  when  she  died.  She  waited  until  he  got  up  in  the  morning 
He  could  tell  she  was  awake  before  he  got  up  - and  they  ex- 
changed their  morning  greeting  before  she  died.  Did  you  ever 
see  a little  man,  and  he  was  small  and  she  smaller,  chase  a 
hearse  down  a dark  country  road  hollering,  "Bring  her  back  to 
me,  she  just  can't  go,  I need  her  so  much."  Her  funeral  was 
40  degrees  below  zero  and  blowing.  The  third  son  didn't  make 
it  home  for  Christmas  because  the  snow  storm  was  so  heavy  in 
Ann  Arbor.  We  really  had  no  new  snow.  He  was  stationed  at 
Self ridge  then.  He  was  to  come  home  from  Japan  in  1972  spring 
but  we  have  not  even  heard  from  him.  Government  papers  in- 
dicate he  was  discharged  a couple  of  years  ago  and  we  expect 
he  and  his  sweet  Japanese  wife  are  living  there  - or  has  he 
Huntington's  disease  and  not  want  the  rest  of  us  to  know  it? 
Dad  waits  to  hear  from  him. 


2-386 


Ann  Arbor , Michigan 


October  7,  1976 


Although  our  boys  remember  "The  Grandma  in  bed",  only 
and  not  when  she  was  well,  they  loved  her  as  did  the  other 
grandchildren.  Our  oldest  son  wanted  her  to  have  his  most 
precious  posession  - his  four  best  marbles  - and  they  are 
there  at  her  grave.  I know  where  to  find  them.  They  loved 
her . 


Even  yet  Dad  visits  the  cemetery  at  least  once  a day, 
generally  twice.  He  was  forced  to  retire  at  age  68  and  am 
glad  he  has  lived  this  long  since  then.  His  work  was  all  he 
had  left.  When  he  draws  into  seclusion,  only  the  tiny  grand- 
children can  bring  him  out. 

What  of  the  man  not  knowing  he  was  adopted  and  being 
diagnosed  Huntington's.  What  an  ordeal,  different  from  what 
these  knowing  thousands  of  "at  risk"  people  are  going  through, 
but  pathetic. 

No  wonder  the  "at  risk"  children  go  through  such  night- 
mares. They've  seen  enough  to  have  a hard  time  doing  as  well 
as  they  do.  Only  recently  has  there  been  a spark  of  hope 
again.  We  hope  and  pray  it  burns  into  a very  strong  fire. 

They  have  been  so  lost  and  need  so  much  help.  Yes,  my  child- 
ren, grandchildren,  and  every  one  elses.  And  my  husband,  who 
is  willing  to  do  all  he  is  able  for  them  too. 

And  I can't  help  but  agree,  these  in  their  early  teens 
have  so  much  just  coping  with  normal  living.  No  wonder  it 
is  hard  for  the  middle  aged  families  to  bring  it  out  of  the 
closet . 

A cousin,  my  husbandfe  age,  has  a nervous  breakdown  very 
often.  No,  she  has  no  symptoms,  but  her  mother  died  with  it. 
She  won't  participate  in  the  sampling,  but  her  children  are. 
Maybe  some  feel  guilty  about  the  way  they  treated  their  parent 
when  they  had  it.  Suppose  so? 

A little  old  lady  I overheard  talking  to  another  said, 
"The  good  Lord  never  gives  us  any  more  than  we  are  able  to 
do",  but  WOW.  I hope  I can  do  all  I'm  expected,  this  Hunt- 
ington's included. 
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JOSEPH  E.  YANTIS 

ST.  JOSEPH,  MICHIGAN  SEPTEMBER  29,  1976 


I would  like  to  express  my  appreciation  for  the  effort  this 
commission  is  doing  to  better  understand  and  ultimately  control 
the  devastating  effects  of  Huntington's  Disease. 

While  this  disease  is  not  present,  to  the  best  of  my  knowledge, 
in  my  family,  I am  very  familiar  with  the  effects  this  has  had 
on  other  families.  Two  people  in  our  very  small  department 
at  work  have  experienced  this  disease  and  I have  seen  the  scars 
it  has  left  in  their  lives. 

I can  truly  understand  and  appreciate  the  need  for  additional 
funding  for  research  to  help  elevate  this  disease.  I thank  you  for 
giving  me  your  attention  and  know  that  other  families  experienced 
in  this  affliction  join  me  in  urging  for  continued  effort  on 
behalf  of  the  families  of  Huntington's  Disease. 


2-388 


Ann  Arbor,  Michigan 


October  1 , 1976 


MRS . MARGARET  ZELLER 

DENTON  HARBOR,  MICHIGAN  SEPTEMBER  28,  1976 


I wanted  to  write  your  commission  and  express  my  views  on 
the  continued  need  for  research  and  long-term  care  of  persons 
afflicted  with  Huntington's  Disease.  I am  acquainted  with  two 
families  --  one  husband  died  from  the  disease  and  the  second 
husband  has  been  afflicted  with  the  disease  for  11  years.  Need- 
less to  say,  you  know  the  final  outcome  of  the  disease  and  how 
much  time  the  disease  takes  to  claim  its  victim. 

There  is  definitely  the  need  for  research  and  long-term  care 
for  these  people.  They  are  ill  and  cannot  be  taken  care  of  properly 
at  home.  Their  families  must  carry  on  the  financial  responsibilities 
of  raising  a family  and  cannot  provide  adequate  care  in  the  home. 

I urge  you  to  consider  appropriating  monies  in  these  two  areas  -- 
continued  research  and  long-term  care. 
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ANONYMOUS 

I married  a wonderful  man  whose  mom  has 
Huntington's  disease.  I've  watched  her  get 
worse  and  worse  each  month.  Three  years  ago 
she  couldn't  hold  still  but  at  least  you  could 
talk  to  her.  Now  her  mind  isn't  very  good  now 
and  you  really  don't  know  if  she  can  understand 
when  you  talk  to  her.  You  can't  understand  her 
words  when  she  does  say  something.  I wonder 
all  the  time  if  my  husband  is  going  to  get  this 
disease  and  my  newborn  son  of  3 weeks. 

God  I hope  you  can  find  a cure  for  this 
disease  before  long. 

Praying  for  progress! 
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H.D.  is  so  much  a part  of  our  lives  that  we  think  about 
It  every  day.  When  we're  not  working  on  fund  raising  pro- 
jects we  are  talking  to  other  people  about  it.  And  always 
there  is  the  fear  and  question  - "Will  it  strike  us?" 

My  husband  has  just  passed  his  39th  birthday. 

Each  day  since  he's  been  35,  we  have  asked  ourselves  - "Will 
this  be  the  day."  We  are  constantly  watching  for  symptoms. 
Any  twitch  or  nervous  gesture  is  cause  for  concern. 

We  have  2 children  and  our  big  hope  is  that  they  won't 
have  to  face  H.D.  When  we  had  our  children  we  didn't  think 
about  H.D.  very  much.  But,  as  Dad  got  worse  and  his 

symptoms  progressed,  we  began  to  think  about  it  more  and 
more.  When  you're  young  and  about  to  be  married,  it's  easy 
to  say  to  yourselves,  "They're  working  on  it  - we  won't 
have  to  worry  about  it,  that's  so  far  off."  And  then  one 
day  you  wake  up  and  realize  10  or  more  years  have  passed, 
and  what  seemed  so  far  off  is  right  in  front  of  youl 

Dad  went  through  so  much  when  he  was  sick.  He  was 

accused  of  drunk  driving.  He  was  forced  to  quit  his  job  at 
age  50.  He  experienced  hallucinations  - he  thought  he  saw 
bugs  on  everything.  He  went  through  periods  where  he  would 
hide  his  medicine  rather  than  take  it  because  he  was  sure  Mom 
was  trying  to  poison  him.  He  tried  to  run  away  to  go  live  by 
himself  once,  but  came  back  realizing  he  couldn't  take  care 
of  himself.  It  became  increasingly  harder  for  Mom  to  take 
care  of  him  and  eventually  we  all  knew  that  he  would  have  to 
go  to  the  V.A.  Hospital.  He  hated  living  at  the  V.A.  We 
tried  to  make  it  easier  by  frequently  visiting  him.  We  also 
brought  him  home  for  weekends.  It  was  on  one  of  his  home 
visits  that  he  burned  himself  while  taking  a bath.  He  abso- 
lutely would  not  accept  help,  and  we  think  he  accidentally 
turned  on  the  hot  water.  When  he  got  to  the  V.A.  Hospital, 
they  told  us  that  his  condition  was  not  too  serious  but  that 
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he  shouldn't  come  home  anymore. 

In  less  than  a week  Dad  was  dead.  He  had  lost  all  fight 
and  gave  up . 

The  thing  that  Dad  really  hated  the  most  about  being  at 
the  V.A.  was  the  fact  that  he  was  put  in  with  men  with  hor- 
rible mental  disorders.  Mentally,  Dad  was  very  sharp  until 
the  day  he  died.  Physically  he  was  in  very  bad  shape.  He 
had  great  difficulty  in  walking  or  even  sitting  in  a chair. 

He  could  hardly  get  food  to  his  mouth  and  reading  was  almost 
impossible  because  he  couldn't  hold  the  book  or  paper  still. 

We  are  very  worried  that  should  get  H.D.  that 

we  will  lose  what  security  we  have.  He  wonders  if  he'll  lose 
his  job,  his  home  as  well  as  his  health. 

In  closing,  I would  like  to  say  that  ideally,  what  our 
family  wants  is  a good  control  drug  for  should  he  get 

H.D.  and  a cure  for  our  children  should  they  be  faced  with 
H.D.  And  this  is  what  we're  working  for  with  our  fund 
raising  efforts  in  our  community. 


2-392 


Ann  Arbor,  Michigan 


October  1,  1976 


A*NONYMOUS 


My  mother  is  presently  dying  from  Huntington's  disease 
which  places  me  in  the  category  of  the  "at  risk"  person. 
Therefore,  it  is  specifically  to  the  problems  and  pressures 
of  being  at  risk  to  which  I would  like  to  speak. 

How  can  I adequately  convey  to  you  what  the  pressure  of 
being  threatened  by  Huntington's  disease  is  like?  Let  me  try 
by  telling  you  about  two  possessions  I keep. 

One  is  a picture,  a photograph  from  a newspaper  clipping. 
It  is  one  of  those  rare  photographs  that  captures  a scene  so 
pathetic,  so  utterly  piteous  that  you  try  to  tell  yourself 
that  such  a thing  cannot  possibly  be  real.  But  it  is,  un- 
deniably real.  It  shows  a woman  in  her  forties.  She  is 
strapped  into  a wheelchair.  She  is  obviously  out  of  control; 
legs  flung  high,  knees  to  her  chin,  feet  high  over  her  head, 
hands  clutching.  Her  face  is  a study  in  anguish;  lips 
stretched,  teeth  bared,  jaws  pulled  wide  and  strangely  askew, 
tongue  out-thrust,  eyebrows  leaping.  Her  body  is  emaciated 
to  the  point  where  every  bone  and  tendon  is  visible  through 
her  clinging  skin.  She  is  dressed  in  a diaper.  The  caption 
to  the  photograph  tells  us  that  the  woman  is  a victim  of 
Huntington's  disease.  I keep  it  as  a ready  and  infallible 
reminder  of  what  Huntington's  disease  really  has  to  offer  me 
should  It  become  my  lot. 

My  other  possession  is  a pistol,  a .38  caliber  police 
special.  It  is  my  insurance  that  I will  never  end  up  like 
the  lady  in  the  photograph. 

I begin  my  testimony  with  the  foregoing  statement  only 
to  impress  upon  the  Commission  the  magnitude  and  deadly 
seriousness  of  the  at-risk  situation.  It  is  no  light  matter. 

Besides  the  overriding  specter  of  the  possibility  of 
having  Huntington's  disease  myself,  being  at  risk  creates  a 
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whole  gamut  of  related  problems.  One  aspect  worth  mentioning 
is  the  memory  I have  to  live  with;  the  memory  of  my  childhood 
home  being  turned  into  a complete  shambles  by  the  mother  I 
loved  growing  steadily  more  crazy  and  debilitated.  I can 
still  feel  the  horror  that  gripped  me  the  first  time  I saw 
my  mother's  urine  run  down  her  leg  and  across  the  kitchen 
floor.  My  heart  sinks  to  recall  all  the  fighting,  the 
yelling,  and  the  crying.  And  there  was  the  agonizing  over 
the  painful  decision  finally  to  have  her  committed.  All  of 
this  due  to  Huntington's  disease,  and  at  the  time  none  of  us 
even  knew  why.  It  is  a bitter  memory  to  live  with. 

With  the  news  of  my  mother's  diagnosis  came  the  knowledge 
of  the  possibility  of  having  Huntington's  disease  myself. 
Having  just  seen  firsthand  what  horrible  havoc  Huntington's 
disease  can  render,  this  information  hit  with  devastating 
impact.  But  you  learn  to  live  with  it.  Eventually,  however, 
the  stark  terror  at  the  prospect  of  having  Huntington's 
disease  gave  way  to  a perhaps  even  more  sinister  and  diabol- 
ical aspect  of  being  at  risk.  This  is  the  terrible,  relent- 
less watching  and  waiting  and  testing,  wondering  when  the 
first  symptoms  are  going  to  show  up. 

I am  now  thirty-two  years  old.  I first  learned  of 
Huntington's  disease  when  I was  twenty-three . That  means 
that  for  nine  years  now  I have  been  watching  every  move  I 
make;  checking  and  testing  myself  to  see  if  the  coordination 
and  memory  are  still  there,  wondering  if  each  mistake,  each 
spilled  glass  of  orange  juice,  each  show  of  anger  might  be 
the  first  sign.  When  my  brother  or  I do  something  clumsy 
the  joke  is,  "Get  away  from  me.  Buddy.  You've  got  Hunt- 
ington's.'" but  inside  no  one  is  laughing.  Being  at  risk  is 
dying  a little  inside  each  time  you  drop  a spoon.  Being  at 
risk  is  looking  at  your  brothers  and  sisters,  wondering  which 
one  of  you  will  be  the  first  to  go.  This  constant  pressure, 
day  in,  day  out,  year  after  year,  takes  a heavy  toll.  I 
often  hear  the  comment  from  at-risk  people  that  it  might  be 
worth  finding  out  you  have  Huntington's  disease  just  to  end 
the  terrible  uncertainty. 

Being  at  risk  creates  another  set  of  problems  which  also 
must  be  dealt  with.  These  are  the  questions  about  marriage 
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and  children.  Any  woman  who  accepts  me  must  accept  my  50-50 
chance  of  having  the  disease.  I have  seen  the  absolute  hell 
Huntington's  disease  victims  can  create  for  their  spouses, 
and  the  thought  of  myself  doing  that  to  one  I love  fills  me 
with  dread.  And  how  does  this  sound  to  a prospective  fiancee? 
"I  love  you,  Dear,  but  if  you  marry  me  you  take  a 50-50  chance 
that  I'll  have  Huntington's  disease,  and  if  that  happens  the 
MOST  I can  promise  is  that  I will  try  my  best  to  blow  my 
brains  out."  I feel  at  times  that  being  at  risk  has  taken 
away  my  right  to  love  and  be  loved. 

Being  at  risk  also  means  making  some  very  serious 
decisions  about  having  children.  Every  at-risk  person  comes 
to  his  own  decision  about  this,  and  viewpoints  vary  widely. 

For  those  who  have  decided  to  go  ahead  and  have  children  it 
must  mean  a parenthood  filled  with  extraordinary  anxiety. 

My  personal  decision  is  that  I will  not  have  children.  The 
risk  to  them  seems  just  too  great. 

The  problems  and  pressures  of  being  at  risk  for 
Huntington's  disease  are  many,  and  they  intertwine  themselves 
inexorably  around  every  aspect  of  the  at-risk  person's  life. 
Here  I have  touched  upon  the  major  ones  as  they  affect  me 
personally.  It  is  my  hope  that  I have  given  the  Commission 
some  understanding  as  to  the  nature  and  magnitude  of  the  at- 
risk  person's  dilemma. 

I would  like  to  end  my  testimony  with  some  suggestions. 
Obviously,  the  only  cure  for  the  at-risk  person's  situation 
is  the  cure  for  Huntington's  disease  itself.  I feel  that  the 
best  chance  for  finding  a cure  or  a preventative  for  Hunt- 
ington's disease  is  through  substantial  Federal  support  of 
primary  research.  I feel  that  the  Federal  Government  must 
be  made  aware  of  the  extent  to  which  Huntington's  disease 
affects  a great  number  of  Americans  and  of  the  totally  cata- 
strophic impact  it  has  upon  those  it  strikes.  Congress  and 
the  President  must  be  made  aware  of  the  simple  economic  fact 
that  in  the  long  run  it  would  be  cheaper  to  cure  the  disease 
than  to  continue  spending  millions  annually  on  medical  and 
social  care  for  its  victims.  The  Government  should  under- 
stand that  it  is  reasonable  to  assume  that  massive  research 
into  Huntington's  disease  would  give  us  much  insight  into  a 
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whole  range  of  related  diseases,  thus  offering  a huge  poten- 
tial return  for  their  dollars  spent. 

For  all  of  these  reasons  and  for  one  other,  the  gift  of 
simple  hope  to  thousands  of  Americans  who  have  struggled  for 
so  long  without  it,  I feel  the  proper  course  for  this  Commis- 
sion to  take  is  to  request  substantial  Federal  economic 
support  of  primary  research  into  the  cause  and  cure  of 
Huntington's  disease. 
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ANONYMOUS 

OCTOBER  18, 

1976 

I am  the  youngest  daughter  of  an  H.D.  victim,  my  father. 
The  reasons  for  writing  are  to  tell  you  how  I feel  being  an 
"at  risk"  person  and  how  it  has  changed  my  life. 

It  was  rather  hard  to  accept  at  first  but  as  my  mother 
has  already  stated  in  her  letter,  my  father  stays  with  my 
family  so  my  mother  can  continue  working.  We  have  three 
children  in  elementary  school.  They  are  very  cooperative  and 
considerate  of  their  grandfather.  I realize  it  is  hard  for 
them  to  understand  what  is  happening.  We  try  to  answer  their 
questions  as  best  we  know  how. 

Of  course  once  the  emotional  shock  is  over  it  is  still 
very  much  a part  of  your  every  day  thoughts,  but  I have  re- 
signed myself  to  the  fact  that  I may  too  someday  have  this 
dreadful  disease  develop.  This  is  all  in  the  future,  but  my 
main  concern  at  present  is  the  well  being  of  my  father. 

It  takes  quite  a toll  on  a person  especially  when  you 
spend  as  much  time  as  I do  with  him  and  I have  always  been 
very  close  to  my  father.  Little  by  little  you  watch  a loved 
one  regress  and  watch  them  die  slowly,  both  mentally  and 
physically,  as  this  disease  takes  many  years  to  reach  the 
inevitable.  Also  knowing  that  Huntington's  follow  a similar 
family  pattern,  my  grandmother  and  uncle  passed  away  at  ages 
of  around  60  in  mental  institutions.  My  father  is  59. 

Some  victims  are  violent  and  go  into  a rage,  but  now 
that  my  father  is  on  medication  he  is  usually  very  easy  to 
handle.  I am  not  afraid  of  him,  but  do  respect  that  thought. 
His  condition  is  a little  more  complicated  as  he  has  a pre- 
vious back  injury.  When  he  leans  backward  and  loses  his  bal- 
ance there  is  the  risk  he  will  fall  and  damage  his  back 
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further  and  become  bedridden. 

I have  watched  the  anguish  in  my  mother's  eyes  and  see 
what  it  has  done  to  her.  We  do  talk  often.  This  does  help 
somewhat.  I try  not  to  express  my  innermost  thoughts  all  the 
time  as  she  has  enough  to  contend  with.  It  is  something  you 
cannot  escape.  It  is  with  you  24  hours  a day  even  in  your 
sleep,  as  you  tend  to  sleep  with  one  eye  and  one  ear  open 
looking  out  for  their  behalf  and  in  some  cases  your  own.  We 
have  not  reached  this  point.  Now  that  we  understand  we  make 
allowances  and  try  our  utmost  to  make  him  comfortable  knowing 
the  torment  he  is  going  through,  giving  him  a reason  for 
living  and  not  feeling  he  is  a burden  and  has  no  purpose  or 
usefulness  as  that  is  not  a good  feeling  to  have.  You  give 
up. 


We  have  had  to  make  changes  in  our  life  style.  Our  friends 
usually  come  to  our  home  but  all  have  accepted  it  and  treat 
him  with  warmth  and  respect.  But  this  I do  not  consider  a 
hardship  as  we  are  adjusting  nicely.  My  husband  has  been 
very  considerate  in  all  aspects  and  has  given  me  moral  sup- 
port I sometimes  need  when  I start  thinking  of  what  may  come. 

We  talk  often  but  he  rarely  says  much  of  what  he  is  thinking 
in  regards  to  what  the  future  holds  for  me,  for  us  and  for 
our  children  but  he  has  become  just  as  involved  as  myself. 

Our  oldest  son  has  seizures,  but  they  are  controlled  by 
medication.  It  is  not  epilepsy,  but  the  E.E.G.'s  read  ab- 
normal. We  wonder  if  this  has  some  bearing  relating  to  the 
Huntington's.  We  have  to  have  medical  and  life  insurance 
but  we  do  not  mention  this  factor  as  we  might  be  considered 
a risk  and  a clause  written  stating  this. 

As  for  family  planning,  it  is  too  late  for  us,  but  our 
children  will  know  and  will  be  able  to  make  their  own  de- 
cisions, hopefully  the  Huntington  factor  will  not  be  as  im- 
portant as  it  is  now  if  there  could  be  a cure  or  control 
found.  But  for  this  we  need  much  research. 

I wonder  each  night  when  I kiss  my  father  and  tell  him 
goodnight  if  it  will  be  the  last  night  and  what  I may  find 
in  the  morning.  I am  living  each  day  as  it  comes,  but  knowing 
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there  is  no  cure  at  present  as  with  other  illnesses,  the 
hurt  IS  hard  to  bear. 

I was  very  fortunate  in  one  respect  and  that  is  I had 
my  father  and  mother  for  love,  understanding  and  support  in 
my  most  important  years  of  growing  up.  I feel  for  the  people 
who  must  stand  alone  and  raise  their  children  when  Hunting- 
ton's strikes  one  of  the  parents  at  a much  earlier  age  than 
my  father.  The  children  do  not  understand  the  personality 
changes  and  irrational  behavior  patterns  and  often  strike 
back  because  they,  too,  are  frustrated,  confused  and  mis- 
guided when,  if  they  only  knew  the  victims  are  not  responsible. 
These  victims  need  much  love  and  understanding  and  this  is 
what  my  father  will  receive  until  I can  no  longer  care  for 
him . 


These  are  the  reasons  why  the  Federal  funding  is  so  very 
important  to  myself  and  to  my  family. 
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ANONYMOUS 

CHILLOCOTHE,  OHIO  FEBRUARY  6,  1977 


Huntington's  disease  is  a cruel,  devastating  ogre,  in- 
discriminate to  nationality,  race  or  sex,  that  imposes  on  its 
victims  a long,  degenerative  death  and  its  victims'  children 
a 50-50  chance  of  being  stricken  with  the  disease. 

I am  quite  familiar  with  Huntington's  disease  and  its 
effects.  My  mother  died  with  it  in  1970,  after  living  15  long, 
agonizing  years  with  it.  Twelve  of  the  fifteen  years  she  was 
confined  to  a mental  institution.  My  two  sisters  and  I now 
live  each  day  with  the  knowledge  that  we  have  a 50-50  chance 
of  contracting  the  disease.  I have  been  "at-risk"  for  10  years; 
now  at  age  30,  I find  it  more  difficult  to  cope  with  the  "at- 
risk"  status  as  I near  the  expected  age  of  early  H.D.  symptoms. 

I have  no  children,  nor  do  I plan  to  do  so,  as  I could  not  bear 
the  responsibility  for  their  lives  knowing  their  future  risks. 

I am  seriously  considering  sterilization.  I also  want  to  help 
arrest  the  disease  in  my  family. 

It  is  very  difficult  for  non-at-risk  persons  to  under- 
stand the  feelings  and  fears  that  we  at-risk  persons  experience 
each  day.  Thanks  to  organizations  like  CCHD,  I am  able  to  share 
feelings  with  other  at-risk  persons,  all  receiving  mutual  bene- 
fits. 


If  a control  of  H.D.  could  be  found,  I know  it  would 
greatly  relieve  many  weary,  harassed  at-risk  minds  and  give 
us  an  opportunity  to  relax  and  "live."  Obviously,  the  H.D. 
victim  and  his  family  and  friends  would  also  experience  the 
appeasement  a control  would  bring  to  them. 

An  early  predictive  test  (early  diagnosis)  would  also 
help  control  the  disease.  It  would  hopefully  provide  clues  to 
proper  treatment  of  the  symptoms  of  the  disease,  help  allay 
fears  and  anxieties  of  those  at-risk  by  making  it  easier  to 
decide  on  careers,  marriage  and  childbearing.  It  would  also 
help  arrest  the  prolongation  of  the  disease  by  allowing  the 
expectant  parents  a choice  of  conception  or  abortion.  I don't 
know  if  I would  take  the  test  knowing  the  treatment  available 
and  the  prognosis  of  the  disease. 
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As  a professional  R.N.  currently  employed  in  a home  health 
agency,  I realize  the  problems  associated  with  caring  for  chron- 
ically ill  persons  and  the  frequent  necessity  for  institutiona- 
lization. As  I mentioned  earlier,  my  mother  died  in  an  institu- 
tion, and  I would  definitely  prefer  to  see  an  H.D.  victim  in 
his  own  home  with  proper  care  or  in  a professional,  reputable 
nursing  home  facility.  However,  there  are  circumstances  when 
the  person's  psychosis  dictates  the  need  for  a mental  institu- 
tion and  then  the  family  is  faced  with  the  dilemma  of  getting 
him  admitted  to  one.  Many  mental  institutions  in  Ohio  will  not 
accept  patients  unless  they  are  declared  insane  and  the  trend 
today  is  to  keep  the  mental  patient  in  the  home  or  community. 
Nursing  homes  are  not  always  the  best  place  for  an  H.D.  person, 
but  it  may  be  necessary  when  he  can  no  longer  be  cared  for  at 
home.  Many  nursing  homes  are  frequently  filled,  which  necessi- 
tates a waiting  list.  Many  do  not  provide  optimum  nursing  care, 
nor  do  they  accept  a total  care  patient  as  the  H.D.  patient. 

An  alternative  to  nursing  home  is  home  health  care.  I 
have  seen  this  situation  work  very  well  with  a capable  family 
that  cares  about  the  patient  and  gives  him  a lot  of  support. 

Home  health  care  should  be  emphasized  when  discussing  total 
health  care  of  our  citizens  and  it  should  be  reimbursed  finan- 
cially by  insurance  companies  other  than  Medicare,  as  many  H.D. 
victims  require  medical  assistance  early  in  life  (35-40),  being 
too  young  for  Medicare  eligibility.  Disability  via  Medicare 
payments  are  not  received  until  the  person  has  lived  with  the 
disability  for  two  years. 

Also,  there  is  a need  for  more  nursing  home  facilities 
that  provide  total  patient  care,  more  direct  R.N.,  M.D.  and 
consumer  involvement  in  nursing  home  management.  The  H.D. 
veteran  is  fortunate  as  he  will  be  cared  for  and  always  have  a 
residence,  but  the  others  are  left  with  the  dilemma  of  how 
and  where  to  find  a residence  for  the  person  when  he  can  no 
longer  be  cared  for  at  home . 

The  financial  burdens  of  the  H.D.  victims  and  his  family 
are  tremendous,  especially  if  they  are  paying  for  institutional 
care.  It  is  worse  for  those  who  do  not  qualify  for  Medicare 
or  Medicaid,  and  their  insurance  policy  does  not  provide  pay- 
ment for  home  health  care.  Unfortunately,  there  are  many  who 
fit  into  this  category.  Perhaps  someday  there  could  be  partial 
funding  for  care  of  the  H.D.  victim  from  organizations  such  as 
CCHD. 


2—401 


Ann  Arbor,  Michigan 


October  7,  1976 


Physicians  need  to  be  better  educated  on  H.D.,  especially 
diagnosis  and  treatment.  Many  H.D.  patients  are  misdiagnosed 
as  alcoholics,  M.S.,  M.D.,  and  other  psychiatric  or  neuromuscu- 
lar conditions.  H.D.  should  be  incorporated  into  schedules  at 
medical  schools  and  again  in  continuing  education  programs  for 
practicing  physicians. 

Tissues  of  H.D.  victims  are  desperately  needed  by  research 
ers,  especially  brain  tissue.  Physicians  and  other  medical 
professionals  and  families  of  H.D.  victims  need  to  be  made 
aware  of  this  need  and  be  encouraged  to  participate  in  this 
program. 


H.D.  victims  and  their  families  and  friends  suffer  intol- 
erably from  lack  of  understanding  of  the  disease  and  its  effects 
lack  of  help  in  caring  for  the  person,  and  the  financial  burden 
placed  upon  them.  The  ogre  eventually  kills  the  H.D.  victim, 
but  not  until  it  has  devastated  the  victim's  life  and  penetrated 
the  lives  of  all  those  surrounding  him. 

Thank  you  for  allowing  me  the  opportunity  to  express  my 
feelings  as  an  at-risk  person  and  as  an  R.N.  on  H.D.  to  the 
Commission  for  the  Control  of  H.D.  and  Its  Consequences.  The 
Commission  is  certainly  a triumph  for  all  of  us  concerned  about 

H.D. 


I wish  to  remain  anonymous  and  do  not  want  my  name  to 
appear  in  published  proceedings.  I am  30  years  of  age,  single 
and  female.  Thank  you. 
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ANONYMOUS 

MICHIGAN  may  16,  1977 


KKSPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  One. 


How  many  are  afflicted  now?  None. 
How  many  are  "at  risk?"  Three. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~y  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 
None . 


2-403 


Ann  Arbor,  tlicliigan 


October  7,  1976 


3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Not  immediately,  but  afterwards  a nursing  home. 

Were  there  any  financial  troubles? 

No,  the  patient  had  Medicaid. 


Was  there  an  employment  problem? 
Patient  was  not  employed  for  years. 


How  were  your  requests  for  assistance  received  or 
refused? 

Financial  assistance  received  from  state — no  problems. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

No. 


2-404 


Ai'iH  Ailjor,  Micliiqan 


October  7,  1976 


f,  . How  has  the  presence  (or  threat)  of  Huntington's  disease 
affi‘ctcd  your  social  life? 


Not  at  all. 


Has  there  been  extra  stress  placed  on  your  children? 
No. 


Do  your  children  know  they  are  "at  risk?" 

Children  are  adopted. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/~^  More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

/~^  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/ V RELIEF  from  financial  burdens. 

OTHER: 
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ANONYMOUS 

MICHIGAN  MAY  16,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three. 

How  many  are  afflicted  now?  one. 

How  many  are  "at  risk?"  Three. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis?  None. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes.  This  disease  is  very  hard  to  cope  with. 


Were  there  any  financial  troubles? 
None . 


Was  there  an  employment  problem? 

None,  as  my  husband  was  in  advanced  stages. 


How  were  your  requests  for  assistance  received  or 
refused? 


No. 


Was  there  difficulty  with  an  insurar>-^e  problem  or 
disability  payments? 


Yes , none  as  I paid  premiums  tor  the  year  and  was 
refused  a rebate. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  certainly  has.  It  has  curtailed  it  to  the  point  you 
can ' t go  out . 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  The  children  are  very  upset,  and  afraid  to  have  any 
more  children. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

(check : ) 

/x/  More  and  better  research. 

/3^  Better  public  understanding  of  our  problem. 

/X/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 

OTHER:  Teach  the  public  to  be  understanding  as  the  patient  is 

aware  of  his  condition.  I hope  that  the  public  will  be  better 
informed  as  the  patient  is  aware  of  what  is  going  on  and  people 
act  as  if  they  are  drunk  or  need  to  be  institutionalized,  and 
many  patients  are  better  off  at  home  in  the  early  stages.  Even 
close  friends  and  neighbors  and  relatives  avoid  this  horrendous 
disease;  waiters,  salespeople  turn  their  heads  as  if  there  is 
only  one  person  present.  This  upsets  the  patient  and  causes  no 
end  of  embarrassment  for  him.  Please  help  us  in  any  way.  Also 
many  people  are  not  as  fortunate  as  we  are  as  we  have  tried  to  be 
understanding  and  kind  which  is  all  any  human  being  expects. 
Better  to  have  leprosy  as  people  would  treat  you  better.  We 
need  research  and  stop  this  nowl  So  it  can't  be  passed  on  until 
it  gets  out  of  handl  There  is  more  of  Huntington's  now  then 
ever  before.  Also  doctors  should  be  more  compassionate. 
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ANONYMOUS 

MICHIGAN  MAY  24,  1977 


KKSPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? 


How  many  are  afflicted  now?  One. 


Hov/  many  are  "at  risk?" 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
Male  /~~/  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 

Many  months  passed  between  first  doctor's  visit  and 
final  diagnosis. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes,  their  lifestyle  had  to  be  changed  drastically. 


Were  there  any  financial  troubles? 

Yes,  it  took  a great  deal  of  time  to  get  necessary 
forms  and  information  for  Social  Security  disability. 


Was  there  an  employment  problem? 

Yes,  for  months,  because  of  the  uncoordinated  walk  he 
was  often  accused  of  being  intoxicated. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes,  time  element. 
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/I.  Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  had  to  be  drasticallv  curtailed.  Now  it  is  nil. 


Has  there  been  extra  stress  placed  on  your  children? 

Most  definitely.  Little  understood,  especially  by 
neighbors,  and  when  out  in  public. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/^7  More  and  better  research. 

/J7  Better  public  understanding  of  our  problem. 

/'^  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/x/  RELIEF  from  financial  burdens. 

COMMENTS:  I have  seen  a perrectly  happy  and  outgoing,  fun- 

loving  woman  turn  into  a "sit-at-home,"  nursing,  dressing, 
shaving,  bathing,  etc.  because  she  feels  guilty  about  having 
him  (her  husband)  placed  in  a nursing  home.  These  are  not  old 
people,  both  being  in  their  early  30 's. 
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ANONYMOUS 

MICHIGAN  JUNE  9,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1. 


About  my 
H.D.? 

Hov7  many 

Hov7  many 


family  and  relatives:  How  many  have  died  with 

Ten. 

are  afflicted  now?  Five, 
are  "at  risk?"  Forty. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2. 


Was  the  afflicted  patient  diagnosed 
in  a hospital  or  in  a nursing  home? 


in  a doctor's 
Hospital . 


office , 


Any  problems  in  getting  a diagnosis? 

My  father,  for  example,  was  misdiagnosed  four  times  before 
a correct  diagnosis  was  reached. 
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Ann  Arbor,  Michigan 


October  1,  1976 


3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Yes.  We  ended  up  selling  our  house;  his  private  disability 
insurance  refused  to  pay  off.  Finally,  after  being  in  a 
private  hospital,  we  were  able  to  get  him  into  VA. 


Were  there  any  financial  troubles? 

We  ended  selling  our  house  to  pay  bills. 


Was  there  an  employment  problem? 

I lost  a job  when  I started  to  show  symptoms. 


How  were  your  requests  for  assistance  received  or 
refused? 

H.D.  didn't  fall  into  any  categories.  We  were  shifted 
from  agency  to  agency. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Our  insurance  refused  to  pay  disability  because  they  said 
it  was  a pre-existing  condition. 
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Ann  Arbor,  Michigan 


October  1,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 


My  wife  had  a nervous  breakdown. 


Has  there  been  extra  stress  placed  on  your  children? 

One  son  has  real  acceptance  problems;  he  cancelled  his 
wedding  after  finding  out. 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/y/  More  and  better  research. 

/ y/  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/x/  RELIEF  from  financial  burdens. 


OTHER:  Disability  insurance  at  affordable  prices. 
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Ann  Arbor,  Michiaan 


October  1 , 1976 


ANONYMOUS 

MICHIGAN  MAY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 

How  many  are  afflicted  now?  One. 

Hov/  many  are  "at  risk?"  Seven. 


This  disease  not  in  my  family  but  I am  writing  for  a 
/~7  Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


Any  problems  in  getting  a diagnosis? 

Various  tests  had  to  be  taken  for  confirmation.  Doctor 
didn't  know  much  about  disease;  patient  couldn't  accept 
diagnosis . 
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Ann  Arbor,  Michigan 


October  7,  1976 


3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Patient  is  still  at  home,  but  whole  family  had  to  adjust 
to  special  problems  such  as  changes  in  patient's  moods 
and  helping  patient  to  be  as  comfortable  as  possible. 


Were  there  any  financial  troubles? 

Patient  required  prescriptions  which  are  extremely  expensive 
and  special  devices  such  as  rails  in  bathroom  which  keep 
patient  from  falling  and  also  cost  money.  Spouse  not 
eligible  for  aid,  too  high  income. 


Was  there  an  employment  problem? 

Spouse  took  time  off  frequently  because  of  patient's  needs 
which  possibly  could  have  been  met  by  day  care  help  or 
an  on-call  nurses'  aide. 


How  v/ere  your  requests  for  assistance  received  or 
refused? 

There  are  many  programs  available,  but  you  must  fit  into 
certain  categories  to  be  eligible;  and  information  is 
not  widely  publicized  as  to  what  is  available. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Not  sure. 
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Ann  Arl)or,  Michigan 


October  1 , 1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  social  life? 

People  do  not  have  much  compassion  or  understanding  for 
people  with  H.D.  and  many  other  debilitating  diseases. 


Has  there  been  extra  stress  placed  on  your  children? 

The  children  in  my  family  have  been  scapegoats  for  the 
patient's  anger;  have  missed  school  and  work  to  take 
care  of  patient's  many  needs;  have  hated  to  see  the  effects 
this  disease  has  on  patient;  have  worried  about  being  at 
risk  and  what  will  happen  to  future  generations,  not  to 
mention  being  without  the  special  relationship  a parent 
and  child  want  and  need  to  share  (i.e.,  mother  and  daugh- 
ter on  daughter's  wedding  day;  Father  and  Son  Banquet, 
etc. , ad  infinitum) . 

Do  your  children  know  they  are  "at  risk?" 

All  six  children  are  well  aware  of  the  problems  and  conse- 
quences of  Huntington's  disease  and  the  many  implications 
of  being  "at  risk"  for  H.D.  Everyone  should  be  given  this 
information . 

5.  In  the  future  I would  most  appreciate  and  hope  for: 

/x/  More  and  better  research. 

/l^  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 

OTHER;  All  of  the  above  need  to  be  greatly  emphasized  and 
improved  upon.  Through  better  understanding,  research,  and 
improved  care,  this  problem  can  be  licked. 

COMMENTS:  I am  not  as  concerned  with  future  benefits  for  people 

like  myself,  who  are  "at  risk,"  as  I am  concerned  with  what  can 
be  done  for  patients  and  families  NOW  who  must  deal  with  the 
problems  of  Huntington's  disease  on  a daily  basis,  how  we  can 
make  the  whole  burden  of  the  problem  easier  for  them  to  bear. 
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Ann  Arbor,  Michigan 


October  1,  1976 


I have  written  a letter  to  the  Commission  already,  but 
am  sending  these  additional  comments  to  you  to  stress  how 
important  I believe  the  Commission  can  be  in  helping  the 
H.D.  patient  and  family.  One  can  never  say  too  much  on  this 
subject. 
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Atlanta^  Georgia 


October  21, 1976 
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PROCEEDINGS 


ARONSON:  I'm  Stanley  Aronson.  I would  like  to  welcome  each 

of  you  to  this  our  fifth  public  hearing. 

As  many  of  you  know,  the  Commission  was  established  under 
Public  Law  94-63,  and  is  charged  with  the  responsibility  of 
developing  a national  plan  which  would  lead  to  the  control  of 
Huntington's  disease  and  its  consequences.  In  addition,  the 
Commission  is  responsible  for  delivering  to  Congress,  sometime 
next  year,  its  recommendations  which  will  set  forth  national  goals 
and  priorities,  and  will  recommend  the  necessary  resources  to 
implement  this  plan. 

I'd  like  at  this  time  to  take  a few  moments  to  have  the  other 
members  of  the  Commission  who  have  accompanied  me  introduce  them- 
selves; beginning  on  my  right.  Dr.  Wexler. 

V/EXLER:  I'm  Nancy  V7exler,  Executive  Director  of  the 

Commission . 

GUTHRIE:  I'm  Marjorie  Guthrie,  on  the  Committee  to  Combat 

Huntington's  Disease. 

ARONSON:  Mrs.  Pratt. 

PRATT:  I'm  Alice  Pratt,  with  the  Huntington's  Chorea 

Foundation . 

ARONSON:  Thank  you.  Let  me  also  take  just  a few  moments  to 

comment  about  the  process  that  we  will  be  following  for  the 
remainder  of  this  day.  Because  we  will  be  here  but  one  day,  it 
will  not  be  possible  for  us  to  hear  everyone  who  has.  requested  an 
opportunity  to  appear  before  the  Commission.  I would  like  to 
assure  each  of  you,  however,  that  your  comments  will  be  read 
carefully  by  the  Commissioners,  taken  into  consideration  as  we 
develop  our  ultimate  recommendations,  and  that  your  statements 
will  appear  in  the  published  official  proceedings  of  the  Commis- 
sion. Your  comments,  your  ideas,  and  your  viewpoints  are  highly 
regarded  and  will  be  valuable  to  this  process. 
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We  will  be  forced  today  to  limit  our  testimony  to  approxi- 
mately five  minutes  per  individual,  and  thus  leave  sufficient  time 
for  us  to  ask  questions  and  to  expand  upon  your  ideas,  or  to  pro- 
vide you  with  an  opportunity  to  ask  us  some  questions  as  well.  If 
we  have  time  at  the  end  of  the  session,  however,  we  will  entertain 
questions  from  the  floor  for  those  of  you  who  may  not  have  had  an 
opportunity  to  testify  previously. 

It  is  our  plan  to  begin  taking  testimony  and  continue  until 
approximately  noontime.  We  will  then  take  a one-hour  luncheon 
break,  return  at  1:00  o'clock  and  resume  these  hearings,  with 
adjournment  scheduled  at  approximately  5:00  o'clock. 

I would  like  to  ask  you  that  as  you  come  forth  to  present 
your  testimony  or  your  views,  that  you  speak  clearly  into  the 
microphone — it  is  being  taped — give  your  name,  your  home  address, 
your  organizational  affiliation,  if  indeed  you  represent  someone 
more  than  yourself,  and  then  begin  your  testimony.  I'd  like  at 
this  time  to  call  the  first  three  individuals:  Dr.  Arthur  Falek, 

who  is  the  Director  of  the  Human  and  Behavioral  Genetics  area  of 
GMHI ; Anne  Schoonover;  and  Bobby  VJright. 

TESTIMONY  OF 
ARTHUR  FALEK,  PH.D. 

DIRECTOR 

HUI4AN  AND  BEHAVIORAL  GENETICS 
GEORGIA  MENTAL  HEALTH  INSTITUTE 

FALEK:  Good  morning. 

ARONSON:  Good  morning.  Dr.  Falek. 

FALEK:  I'm  going  to  see  how  much  time  I can  steal.  I've 

cut  my  statement  to  ribbons  several  times,  and  it  still  comes  out 
to  longer  than  the  five  minutes. 

My  name  is  Arthur  Falek.  I'm  at  the  Georgia  Mental  Health 
Institute.  I'm  Professor  of  Psychiatry  and  Associate  Professor 
of  Anatomy  at  Emory  University. 
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I am  pleased  to  take  this  opportunity  to  welcome  the  members 
of  the  Huntington's  Disease  Commission  to  the  open  hearing  for 
the  Southeast  United  States  held  at  the  Georgia  Mental  Health 
Institute.  I am  pleased  to  give  you  a synopsis  of  some  unmet 
needs  for  patients  and  families  with  this  disorder  both  from  a 
service  as  well  as  research  point  of  view. 

As  a research  scientist  in  human  genetics  I have  been  per- 
sonally involved  in  early  detection  tests  for  Huntington's 
disease  since  the  mid-1950's.  The  accelerometer  test  which  was 
first  designed  when  I was  at  Columbia  University  is  still  under 
study,  and  the  recordings  of  the  data  have  now  been  computerized. 
Unfortunately,  all  too  often  techniques  are  reported  to  the  news 
media  before  they  have  had  an  opportunity  to  survive  a trial 
process  during  which  the  reliability  and  validity  of  new  pro- 
cedures are  determined.  My  concern  with  our  instrument  as  with 
all  preclinical  detection  procedures  is  with  the  frequency  of 
false  positives  and  false  negatives.  All  of  us,  scientists  and 
lay  persons,  have  to  constantly  fight  the  urge  to  publicize  pre- 
liminary data  as  definitive.  For  our  own  studies,  therefore, 
we  urgently  need  volunteers  (both  affected  and  at  risk)  to  confirm 
our  initial  findings.  In  our  program,  because  of  my  concerns  and 
to  protect  all  volunteers  from  possible  false  information,  we  only 
offer  the  participants  the  clinical  findings  of  the  neurologist  in 
our  study. 

In  the  tissue  culture-biochemical  sections  of  our  facility 
we  have  for  several  years  investigated  the  maintenance  of  human 
neuronal  and  glial  cells  in  culture.  This  program  has  been 
directed  towards  evaluating  for  biochemical  deficits  in  the  brain 
tissues  of  affected  individuals.  Unfortunately,  the  procedures 
employed  thus  far  in  the  collection  of  brain  tissue  makes  the 
tissue  useless  for  those  involved  in  tissue  culture  investigations. 
To  overcome  the  limited  availability  of  brain  tissue  for  our 
studies  we  are  currently  working  on  the  development  of  a hybrid 
cell  culture  program  which  does  not  require  human  brain  tissue 
to  investigate  biochemical  alterations  in  patients  with  Hunting- 
ton's disease  and  their  high-risk  relatives.  There  is  an  urgent 
need  to  obtain  support  for  this  pilot  study.  The  long-term  goal 
of  these  programs  is  to  control  the  defect  prior  to  clinical  on- 
set in  those  carrying  the  mutant  gene.  Some  of  the  preliminary 
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data  from  our  early  detection  studies,  if  correct,  suggests  that 
the  actual  onset  of  the  preclinical  indicator  is  many  years  prior 
to  clinical  identification.  While  currently  thought  of  as  a pre- 
senile,  dominantly  inherited  neurogenetic  debilitating  disorder, 
possibly  some  day  it  may  be  considered  a birth  defect. 

The  progressive  debilitation  (both  neurological  and  psychi- 
atric) usually  starting  in  middle  life  in  patients  with  this  dis- 
order, their  limited  length  of  survival  and  the  high  risk  (50 
percent)  of  transmission  to  both  male  and  female  descendants 
signifies  that  genetic  counseling  with  such  families  requires 
special  attention.  Unfortunately,  the  feeling  of  futility,  based 
on  the  hopeless  prognosis  for  all  persons  diagnosed  with  Hunt- 
ington's disease,  is  usually  all  that  is  transmitted  by  the 
counselor  to  the  patient  and  his  family.  Supportive  counseling, 
however,  is  necessary  for  affected  individuals  and  is  urgently 
needed  for  the  siblings  and  children  of  such  patients  who  wait 
a lifetime  in  anticipation  and  fear  of  the  onset  of  their  own 
disorder.  Of  significance  is  the  fact  that  at  present  there  is 
no  certain  method  (biochemical,  cytogenetic  or  morphological) 
for  the  early  detection  of  the  disorder  in  the  at-risk  immediate 
family  members.  Problems  in  genetic  counseling  to  families  with 
this  disorder  are  related  to  the  limited  precision  of  the 
diagnosis  at  the  clinical  level  and  the  many  counseling  needs  to 
both  patients  and  at-risk  relatives.  In  Georgia  there  are  approx- 
imately 300  affected  individuals  and  their  families  at  risk  for 
this  disorder. 

If  a competent  method  for  early  detection  was  to  be  developed, 
how  should  the  rights  to  privacy  within  the  family  be  dealt  with? 
Such  information,  both  to  those  in  whom  there  is  evidence  of 
eventual  clinical  manifestations  of  the  disorder  and  those  found 
to  be  free,  may  be  seen  by  some  as  useful  for  their  decision- 
making. It  may  be  suggested  by  others  that  early  detection  tests 
for  this  disorder  should  be  stopped  to  prevent  pain,  suffering  and 
high  potential  for  suicide  in  those  identified  with  the  genetic 
potential  for  this  disorder.  It  should  be  noted,  however,  that 
even  without  the  availability  of  such  early  detection  techniques 
the  recent  suicide  rates  in  Huntington's  disease  families  are 
approximately  300  to  700  times  the  general  population  rate.  As 
noted  by  Pearson  in  1973,  suicide  is  more  likely  to  occur  when  an 
at-risk  individual  becomes  convinced  that  he  is  developing  early 
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signs  of  the  disorder.  Furthermore,  there  seems  to  be  a higher 
incidence  of  suicide  in  the  non-institutionalized  population  than 
in  the  institutionalized  one.  This  may  be  because  institution- 
alized persons  have  less  access  to  the  means  to  commit  suicide 
or  less  ability  to  do  so  when  compared  to  persons  who  are  not  in 
institutions.  As  pointed  out  in  a paper  given  recently  by 
Richard  Myers  from  our  laboratory,  the  occurrence  and  incidence 
of  suicide  in  the  Huntington's  disease  population  is  high  enough 
that  the  genetic  counselor  in  dealing  with  these  individuals  must 
regard  this  as  a real  possibility.  It  is  imperative  that  one  be 
able  to  recognize  those  individuals  who  may  be  prone  to  such  a 
reaction.  The  ability  to  predict  suicide  on  an  individual  basis 
is  needed,  and,  while  difficult,  some  procedures  may  be  available 
to  conduct  such  investigations. 

For  a definitive  diagnosis  a positive  family  history  as  well 
as  neurologic  evidence  is  necessary.  Therefore,  the  present 
sociological  change  from  a relatively  stable  extended  family 
structure  to  the  mobile,  widely  separated  nuclear  family  unit  may 
result  in  only  a limited  amount  of  family  history  data  known  to 
immediate  family  members.  Now,  and  apparently  more  frequently  in 
the  future,  genetic  counselors  will  be  presented  with  only  a 
minimum  of  family  history  data  based  on  available  information  for 
one  or  two  generations.  Because  of  the  space  and  monetary  problems 
now  confronting  both  public  and  private  hospitals,  hospital  records 
will  apparently  be  unavailable  to  enable  a longitudinal  review. 
Hospitals  are  now  establishing  procedures  to  maintain  records  for 
only  limited  lengths  of  time  and  then  to  destroy  them.  In  a few 
years,  therefore,  it  will  not  be  possible  to  obtain  family  history 
data  covering  several  generations  from  immediate  family  relatives 
nor  medical  information  with  regard  to  those  hospitalized  in  past 
generations  for  such  a disorder.  In  the  State  of  Georgia,  for 
example,  it  has  recently  been  decided  to  store  state  hospital  data 
for  a period  of  only  50  years.  The  need  is  for  a national  organ- 
ization of  patients  and  families  of  patients  with  Huntington's 
disease  to  be  in  contact  with  state  officials  throughout  the 
United  States  to  inform  them  of  the  importance  of  maintaining  in 
computer  memory  banks  essential  medical  and  family  records  of 
patients  with  hereditary  diseases  for  future  use  in  possible 
genetic  counseling  studies . Such  data  will  be  crucial  to  those 
families  in  which  records  over  several  generations  would  provide 
the  essential  information.  One  such  approach  to  the  maintenance 
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of  privacy  would  be  to  limit  recordkeeping  to  only  those  families 
for  which  such  data  are  essential.  This  would  require,  for 
example,  the  development  of  a central  registry  to  house  family 
history  information  on  all  individuals  and  families  with  Hunt- 
ington's disease.  It  would  then  only  be  necessary  for  the  genetic 
counselor  to  obtain  access  to  the  registry  to  help  confirm  the 
tentative  diagnosis.  Since  new  mutations  for  Huntington's  disease 
are  rare,  with  the  upper  limit  estimated  at  5X10~^  for  Caucasian 
population,  such  a file  of  information  would  serve  a most  useful 
purpose,  particularly  with  the  increase  in  the  mobility  of  nuclear 
family  units.  One  further  method  to  protect  the  confidentiality 
of  such  records  would  be  to  establish  a human  rights  committee 
composed  of  genetic  counselors,  researchers  in  Huntington's 
disease  and  members  of  families  with  this  disorder.  Persons  with 
these  specific  involvements  would  see  to  it  that  the  records  are 
properly  protected  and  at  the  same  time  permit  the  employment  of 
the  information  for  scientific  purposes. 

How  far  should  privacy  extend?  One  area  at  issue  is  whether 
or  not  the  family  attorney  and  the  family  insurance  agent  should 
be  informed  by  the  patient  and  his  family  about  Huntington's 
disease.  The  lack  of  guidance  and  realistic  planning  in  such 
families  can  lead  to  disastrous  results,  and  it  is  up  to  the 
counselor  to  help  the  family  face  the  issues  at  hand.  Educating 
the  attorney  by  the  family  about  the  consequences  of  the  diagnosis 
of  Huntington's  disease  should  be  useful  in  those  instances  in 
which  there  is  a family  business,  property  or  other  obligations 
which  have  to  be  assigned.  Making  a will  when  a patient  is  com- 
petent is,  of  course,  highly  recommended.  With  regard  to  insur- 
ance plannings,  at  the  present  time  patient  and  family  usually 
deny  any  knowledge  of  the  disease  with  the  probably  justified 
fear  that  the  insurance  company  would  not  accept  them  for  life, 
health  or  even  driver  insurance  if  the  facts  were  known.  This  is 
also  true  for  other  late  onset,  debilitating,  genetically  trans- 
mitted neuromuscular  degenerative  disorders. 

Huntington's  disease,  furthermore,  gives  us  an  opportunity 
to  explore  rights  of  privacy  in  families  with  genetic  disorders 
as  protected  by  our  constitutional  amendments,  particularly  the 
fourth  amendment  which  covers  invasion  of  privacy,  and  to  contrast 
that  with  the  state's  traditional  right  to  control  transmissible 
disease.  While  this  is  usually  considered  as  a control  of 
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contagious  disease,  such  control  may  be  broadened  to  include  the 
transmission  from  generation  to  generation  of  genetic  disorders. 
One  immediate  basis  of  concern  is  the  computerization  of  genetic 
information,  and  will  the  state  then  have  the  inclination  and  take 
the  opportunity  to  decide  who  can  and  who  cannot  reproduce.  While 
modern  technology  has  increased  the  possibility  of  intrusions  on 
privacy,  several  studies  about  computers  have  presented  evidence 
that  computers  have  caused  much  less  erosion  of  privacy  than  was 
commonly  supposed.  The  Privacy  Act  of  1974  is  directed  towards 
further  minimizing  the  dangers  that  "Big  Brother"  will  control  us 
through  computerized  recordkeeping  systems.  Many  families  with 
Huntington's  disease  have  decided  that  the  potential  benefits 
available  to  them  through  a data  bank  more  than  balance  the  poten- 
tial hazards  resulting  from  a loss  of  privacy.  How  to  preserve 
important  family  data  for  future  diagnostic  purposes,  provide 
adequate  services  for  those  presently  affected,  offer  useful 
genetic  counseling  to  family  members  who  seek  it,  and  at  the  same 
time  protect  the  rights  of  privacy  of  all  family  members  (both 
those  fearful  of  exposure  and  those  willing  to  be  exposed)  are 
issues  which  will  have  an  impact  on  all  types  of  genetic  counsel- 
ing programs. 

One  important  outcome  of  the  newly  acquired  legal  rights  for 
both  research  subjects  and  patients  is  the  development  of  pro- 
cedures to  involve  patients  and  their  families  in  the  decision- 
making process.  This  has  led  (in  our  genetic  counseling  program 
and  in  a few  others)  to  a less  directive  approach  by  the  coun- 
selor both  with  regard  to  the  short-  and  long-term  goals  for  the 
families  who  request  our  service.  The  short-term  goal  of  our 
program  is  to  provide  the  family  in  a personalized  manner  with 
information  about  population  frequencies,  recurrence  risks  and, 
if  possible,  mode  of  inheritance  of  the  disorder  in  question. 
Placed  in  the  proper  perspective  in  terms  meaningful  to  the 
family  by  an  objective  advisor,  such  information  can  be  used  as  a 
basis  for  exploring  alternative  courses  of  action.  This  includes, 
when  appropriate,  discussions  about  marriage  and  parenthood  as 
well  as  family  planning,  sterilization  and  other  forms  of  birth 
control.  In  long  term,  these  discussions  should  facilitate 
rational  decision-making  in  those  seeking  such  information. 
Information  has  recently  been  provided  by  our  laboratory  about  the 
utilization  of  the  coping  process  to  achieve  psychological  homo- 
stasis in  genetic  counseling.  This  new  information  will  furnish 
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those  trained  in  clinical  psychology  or  with  the  clinical  skills 
of  social  work  with  the  kinds  of  knowledge  necessary  to  deal 
successfully  with  the  psychotherapeutic  aspects  of  genetic 
counseling.  It  should  be  offered  as  part  of  the  training  program 
in  genetic  counseling  for  those  skilled  in  medical  diagnosis  and 
as  well  for  those  schooled  in  the  principles  of  genetics.  The 
lack  of  guidance  and  realistic  planning  in  families  with  genetic 
disorders  can  lead  to  disastrous  results,  and  it  is  up  to  the 
trained  counselor  to  help  the  family  face  the  issues  at  hand. 
Genetic  counseling,  therefore,  needs  to  be  more  than  direction 
based  on  medical  diagnosis,  more  than  a source  of  morbidity-risk 
data  and  more  than  family  counseling.  Genetic  counseling  requires 
all  three  components  and  competent  persons  working  in  all  stages 
of  the  program.  Up  to  the  present,  the  behavioral  aspects  of 
genetic  counseling  have  not  been  dealt  with  because  of  our  limited 
knowledge  in  that  area.  With  current  information  about  the  phases 
in  coping  and  its  implications  for  genetic  counseling,  it  is  now 
important  to  recognize  and  incorporate  this  concept  into  the 
development  of  present,  future  genetic  counseling  programs. 

For  those  affected  with  the  disorder,  the  need  as  well  is 
to  have  available  treatment  programs  which  enable  the  individual 
to  function  at  the  highest  level  for  the  greatest  length  of 
time.  Unfortunately,  many  professional  workers  firmly  believe 
that  once  a diagnosis  of  Huntington's  disease  is  given  to  a 
patient,  the  individual  should  retire  from  all  activity  and  go 
home  to  die.  Such  encouragement  is  disastrous  to  both  the  indi- 
vidual and  his  family.  In  contrast,  rehabilitation  programs 
should  be  provided  to  enable  the  affected  person  to  function  as 
a productive  member  of  society  for  as  long  as  possible.  These 
programs  currently  reject  such  patients. 

With  regard  to  hospitalization,  a new  approach  in  state 
mental  health  programs  limits  the  length  of  time  the  patient 
with  such  a debilitating  disorder  can  utilize  institutionalized 
facilities . With  the  majority  of  nursing  homes  unskilled  and 
unqualified  to  deal  with  such  patients,  the  families  of  markedly 
debilitated  and  psychiatrically  deteriorated  patients  with  this 
disorder  have  no  place  to  turn  for  the  care  of  their  ill  rela- 
tives. In  most  states  very  little  is  also  provided  for  the 
families  of  such  patients.  In  the  State  of  Georgia,  fortunately, 
community  mental  health  programs  are  available  for  these  families. 
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Unfortunately,  however,  few  professionals  in  these  programs  have 
knowledge  of  Huntington's  disease  or  are  trained  to  deal  with  the 
social  and  psychological  needs  of  the  spouse,  children  and  sib- 
lings of  the  affected  individual  and  they  are  usually  left  un- 
attended to  flounder  on  their  own.  There  is  much  work  to  be  done 
from  basic  tissue  culture-biochemical  studies  to  pragmatic  support 
services  to  members  of  these  families.  What  we  gain  we  gain  not 
only  for  patients  and  families  with  Huntington's  disease,  but  for 
families  with  many  other  disorders  as  well. 
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ARONSON:  Thank  you.  Dr.  Falek.  Any  comment?  Dr.  Wexler, 

or  Marjorie? 

WEXLER:  I was  curious — I missed  one  figure  and  wanted  to  ask 

you  about  another — in  the  State  of  Georgia  how  many  HD  affected 
do  you  think  there  are? 

FALEK:  We  presume  about  300  affected  individuals  and  their 

families . 

WEXLER:  Three  hundred  affected  individuals,  plus  their 

families,  or  300  is  the  entire  number? 

FALEK:  We  think  it's  300  individuals  and  their  families. 

WEXLER:  The  suicide  rate,  you  said,  was... 

FALEK:  Based  on  the  data  from  the  Michigan  study.  Utilizing 
the  data  of  the  Michigan  study  and  looking  at  the  general  popula- 
tion rate  (suicide  listings  for  the  years  of  the  Michigan  study) , 
it's  300  to  700  times  the  general  population  rate. 

WEXLER:  That's  patients  and  at  risk... 

FALEK:  Patients  and  at  risk. 

ARONSON:  Does  that  apply  also  to  the  families  not  at  risk, 

or  the  relatives  (wives,  husbands)? 

FALEK:  We  didn't  utilize  that  data.  We  only  used  the  data 

of  the  members  of  the  family  who  were  at  risk  and  who  had  the  dis- 
order, as  reported  by  Reed — I believe  that  was  the  Reed  and 
Chandler  paper. 

ARONSON:  Yes.  That  was  at  least  20  years  ago,  wasn't  it? 

FALEK:  That's  right.  That's  right.  But  we  don't  have  more 

recent  reports  like  that  investigation  to  do  a comparison  with. 

ARONSON:  Dr.  Falek,  you  gave  us  an  estimate  of  the  number  of 

cases  and  the  number  at  risk,  or  an  approximation.  Is  there  any 
kind  of  registry  maintained  by  the  State  of  Georgia  for  this 
purpose? 
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FALEK : No.  There  is  no  registry  maintained  by  the  State  of 

Georgia  for  this  sort  of... 

ARONSON:  Is  there  any  requirement  that  certain  diseases  be 

registered  with  the  state? 

FALEK:  There  is  a requirement,  but  it's  not  adhered  to  at 

all.  It's  just  something  in  the  law,  and  for  this  type  of  dis- 
order it  has  not  been... 

ARONSON:  In  Other  words,  then,  the  estimate  of  300  is 

perhaps  anecdotal  or  projections... 

FALEK:  It's  projections  based  on  population  frequencies, 

et  cetera.  I do  not  believe  the  Committee  to  Combat  Huntington's 
Disease,  the  Georgia  Chapter,  has  300  families  listed  for  their 
population  of  families  with  this  type  of  illness.  But,  from  the 
statistical  records,  one  would  project  that  it  could  be  so. 

ARONSON:  Mrs.  Guthrie? 

GUTHRIE:  I just  wanted  to  ask,  Arthur,  have  you  any  thoughts 

about  what  you  might  like  to  recommend  that  you  think  would  be 
useful  to  us  in  speaking  to  the  Congress,  about  how  you  think  we 
can  provide  some  of  the  services  that  you  have  so  eloquently 
suggested  are  needed?  Have  you  any  thoughts  about  how  we  might 
be  able  to  suggest  services  like,  for  instance,  some  kind  of  a 
special  center  of  some  sort?  I just  wondered  if  you've  thought 
about  that. 

FALEK:  I've  really  not  thought  thoroughly  about  that  issue. 

I think  we  have  to  provide  research  programs  to  deal  with  not 
only  the  early  detection  tests  that  this  laboratory  of  mine  is  so 
interested  in,  but  also  in  the  techniques  to  determine  something 
about  etiology  of  the  disorder  as  well,  if  we  can  at  all  possibly 
do  so.  Our  own  direction,  since  we  are  involved  in  tissue  culture, 
biochemistry,  is  along  those  lines.  But  I'm  sure  there  are  other 
people  who  have  other  kinds  of  directions  to  go  in. 

So,  we  need  research  kinds  of  activities  supported,  and 
strongly  so.  We  need  to  have  some  sort  of  a policy  (on  a national 
basis,  I would  think)  about  what  happens  to  markedly  debilitated 
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patients  at  this  point,  because  most  state  programs  are  going 
towards  the  direction  of  getting  patients  out  of  the  hospital  as 
rapidly  as  possible;  and  then  the  suggestion  is  made,  "Put  the 
patient  into  the  nursing  home."  But  the  nursing  homes  have  not 
been  provided  with  the  skills  and  the  professional  personnel  to 
deal  with  the  needs  of  such  individuals. 

Thirdly,  I think  that  there  is  a need  for  patients,  once 
identified,  to  be  able  to  still  function  as  useful  members  of 
society.  What  we  have  done  in  vocational  rehabilitation  programs 
--and  these  are,  I believe,  funded  through  the  Federal  Government 
in  every  state  in  the  Union — is  to  avoid  dealing  with  patients 
who  have  debilitating  disorders.  I think  that,  just  the  other  way 
around,  one  should  introduce  the  idea  that  such  patients  should  be 
given  every  opportunity  to  function  at  their  greatest  level  for 
the  longest  length  of  time  they  can,  and  persons  should  be  avail- 
able to  conduct  such  services. 

GUTHRIE:  Well,  that's  my  concern,  that  we  need  some  kind  of 

appropriate  place  to  have  these  services  made  available.  My 
concern  is  what  recommendations  can  we  make  to  make  this  possible. 
Do  you  want  it  in  conjunction  with  your  center?  Do  you  want  it  in 
conjunction  with  your  work? 

FALEK;  Well,  I think  that  the  easiest  thing  to  say,  of 
course,  is  I'd  like  to  have  it  in  conjunction  with  my  center,  but 
I don't  think  that's  the  direction  it  should  go  in.  I think  that 
there  should  be  state  services,  funded  through  the  Federal  Govern- 
ment or  funded  through  the  states,  which  enable  individuals  with 
such  debilitating  disorders  to  function  as  long  as  possible. 

There  should  be  institutions  available  to  house  such 
individuals  once  they  become  non-ambulatory;  and  the  need  is  to 
house  them  in  facilities  which  will  allow  these  people  to  have 
some  quality  of  life  even  in  the  terminal  stages  of  their  illness, 
rather  than  to  put  them  into  locations  in  which  they  are  allowed 
to  lie  in  bed  and  remain  as  bed  patients  without  any  sort  of 
treatment  programs  for  the  rest  of  their  lives. 

GUTFIRIE:  Do  you  believe  that  it's  possible  to  have  also 

outpatient  treatment? 
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FALEK : Certainly,  and  I think  that  should  be  part  of  the 

vocational  rehabilitation  kinds  of  processes  in  which  outpatient 
treatment  would  be  provided.  I think  that  part  of  it  is  within 
the  regulations  of  the  community  mental  health  programs  of  the 
state  at  this  point.  I don't  think  they  have  been  developed  to 
the  extent  that  they  should  be,  but  I think  that  is  part  of  the 
mental  health  code  for  the  state. 

GUTHRIE:  If  that  is  part  of  the  mental  health  program  that 

you  now  have,  I would  like  to  know  if  you  have  any  idea  how  often 
or  for  what  length  of  time  people  are  able  to  come? 

FALEK:  What  I said  was  it's  part  of  the  mental  health  code. 

Are  they  facilitating  it  is  another  question.  I was  separating 
out  the  facilitation  from  the  code  itself.  We  don't  have  the 
professional  skills  available  to  enable  people  to  obtain  out- 
patient treatment  at  the  level  that  they  should.  I think  you'll 
hear  about  that  from  other  people,  and  one  of  the  persons  sitting 
at  this  table,  in  fact. 

ARONSON:  Dr.  Falek,  thank  you  very  much. 

FALEK:  You're  welcome. 

ARONSON:  Ms.  Schoonover? 

TESTIMONY  OF 
ANNE  SCHOONOVER 
GEORGIA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

SCHOONOVER:  Good  morning. 

ARONSON:  Good  morning. 

SCHOONOVER:  My  name  is  Anne  Schoonover.  I'm  from  Hampton, 

Georgia;  a member  of  the  Atlanta  Chapter.  Don't  have  any  notes. 
My  husband  has  Huntington's,  and  it's  a long,  hard  road.  This 
I'm  told  all  the  time:  No  help.  No  help.  We  really  need  every- 
thing we  can  get  in  any  form  or  fashion  for  a patient  and  for  the 
family. 
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He  is  laying  in  a VA  hospital.  We're  in  the  process  of 
having  him  put  in  a nursing  home  which  will  be  closer  here  to 
me.  He's  in  Alabama.  When  it  started,  it  was  a shock  to  us.  We 
had  just  had  our  first  child.  He  couldn't  accept  it.  I think 
anything  we  can  get  to  educate  people  from  the  start  is  one  of 
the  worse  things:  to  learn  to  live  with  it  once  you  know  you 

have  it.  To  me,  it's  worse  on  not  the  patient,  but  the  family. 

In  the  last  four  or  five  years  he's  finally  accepted  it;  but 
up  until  that  point,  it's  been  rough.  At  times,  you  can't  leave 
him.  V7hen  he  was  home  he  would  have  tantrums.  People  don't  under- 
stand because  they're  not  with  him  constantly.  It's  different, 
what  you  hear,  than  what  it  is  really  like.  I'm  interested  in 
anything  that  can  help  him,  plus  what  we  can  do  for  the  boy  that's 
coming  along.  Thank  you. 

ARONSON:  Anne,  thank  you  very  much.  Any  question  that  you 

would  wish  to  ask? 

GUTHRIE:  I just  wondered  how  old  your  husband  was  when  he 

was  first  identified  as  an  HD  patient? 

SCHOONOVER:  About  41. 

GUTHRIE:  He  was  41? 

SCHOONOVER:  Right. 

GUTHRIE:  How  long  has  he  been  ill  now? 

SCHOONOVER:  Well,  I would  say  that  he's  had  it  for  years 

and  years,  misdiagnosed,  because  he  started  way  back — I'd  say  at 
least  ten  years  ago — with  staggering,  and  then  gradually  going 
down. 


PRATT:  How  long  has  he  been  in  the  VA  hospital? 

SCHOONOVER:  Six  months,  this  time.  He's  been  in  and  out. 

This  is  the  third  time.  He'd  go  and  stay  approximately  three 
months,  and  they'd  say,  "Take  him  home." 

PRATT:  Is  that  as  long  as  they  will  keep  him,  six  months? 
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SCHOONOVER:  They  won't  keep  him  that  long.  You  take  them 

home  when  they  say  to. 

ARONSON:  Why  did  you  have  to  go  to  Alabama? 

SCHOONOVER:  No  room  in  Georgia. 

ARONSON:  I see. 

GUTHRIE:  Do  you  think  he's  getting  good  treatment  where  he 

is? 

SCHOONOVER:  Alabama  is  doing  real  good. 

GUTHRIE:  Is  he  getting  physical  therapy? 

SCHOONOVER:  No. 

GUTHRIE:  Speech  therapy? 

SCHOONOVER:  No,  nothing. 

GUTHRIE:  When  you  say,  "real  good,"  what  are  they  doing  for 

him? 

SCHOONOVER:  They  baby  him  along.  They  let  him  do  as  he 

wants  to;  yet  and  still,  they  have  him  doing  things  he  wasn't 
doing  when  he  went  there.  They  kind  of  coaxed  him  along  instead 
of  letting  him  lay  in  bed  and... 

ARONSON:  Mrs.  Schoonover,  which  VA  hospital  in  Alabama? 

SCHOONOVER:  Tuskegee. 

ARONSON:  Tuskegee.  Okay. 

WEXLER:  Did  you  have  any  trouble  getting  him  into  a nursing 

home  here? 

SCHOONOVER:  It's  a VA  contract,  a short-term  VA  contract, 

which  will  be  for  six  months.  I'm  working  on  getting  it  VA- 
connected  so  that  we  can  make  it  full  time,  as  long  as  we  need  it. 
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WEXLER:  You  mentioned  that  there  should  be  some  way  to  help 

people  accept  the  illness  in  their  families  and  learn  to  live  with 
it.  Do  you  have  any  suggestions  for  what  would  have  helped  you 
or  your  family? 

SCHOONOVER;  Somebody  to  talk  to  that  could  tell  you  some- 
thing other  than  say,  "I'm  sorry.  It's  a long,  hard  road." 

WEXLER:  You  tried  talking  to  some  people  at  that  time? 

SCHOONOVER;  Well,  there's  hardly  anybody  you  can  find  to 
talk  to.  It's  just  not  known.  Nobody  knows  what  it  is,  until  in 
the  last  four  or  five  years. 

WEXLER:  Did  you  ever  have  any  counseling  by  a genetic 

counselor  or  a hospital  social  worker  or  your  husband's  doctor? 

SCHOONOVER:  My  husband's  doctor  was  just  a state  doctor. 

GUTHRIE:  You're  implying  that  he  didn't  know  anything  about 

it? 

SCHOONOVER:  "Well,  he's  got  Huntington's.  There's  nothing 

you  can  do.  Go  home  and  forget  it." 

WEXLER:  There  was  no  social  worker  or  any  genetic  counseling 

for  you  or  your  family? 

SCHOONOVER:  No. 

GUTHRIE:  Who  did  you  talk  to  finally? 

SCHOONOVER:  Well,  I came  out  and  talked  to  Dr.  Falek  and 

Dr.  Quadfasel. 

GUTHRIE:  And  they  knew  something  about  it? 

SCHOONOVER:  Oh,  yes.  That's  where  I got  my  start,  yes. 

GUTHRIE:  And  it  made  a difference,  didn't  it? 

SCHOONOVER:  It  sure  did. 
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l/CXLLR;  Is  tliere  somebody  you  can  go  to  on  an  ongoing  basis, 
go  back  to  as  new  things  happen? 

SClIOOiJOVER:  iJo . I don't  know  whether  I could  go  back  and 

pick  up  the  pieces  alone.  I just  don't  know. 

GUTHRIE:  Did  you  say  you  had  children? 

SCllOOIJOVER:  I have  one  boy. 

GUTHRIE:  How  old  is  he? 

SCHOONOVER:  He's  eight. 

GUTHRIE:  Have  you  told  him  about  Huntington's  at  all? 

SCHOONOVER:  Yes.  He  knows  about  Huntington's. 

GUTHRIE:  He  does  know? 

SCHOONOVER:  He  does. 

GUTHRIE:  How  do  you  feel  about  telling  him? 

SCHOONOVER:  I think  he  should  know.  I really  do.  I think 

that  you  should  tell  a child  everything  that's  going  to  happen, 
because  they're  not  dumb.  They'll  tell  you.  You  can't  beat 
around  the  bush  and  say,  "Daddy's  going  to  the  hospital,  and  he'll 
be  back."  "Why  is  he  going?  Why  doesn't  he  get  better?  I 
thought  he  was  going  to  walk  better.  He  doesn't  talk  any  better. 
V>7hy  isn't  he  talking  better?"  This  is  my  mistake,  where"  I told 
him  wrong. 

GUTHRIE:  You  believe  now  that  we  should  tell  children? 

SCHOONOVER:  We  should  be  straightforward  with  the  children, 

sure . 


WEXLER:  Does  he  know  he's  at  risk? 

SCHOONOVER:  Yes. 
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WEXLER:  How  did  he  respond? 

SCHOONOVER:  He  doesn't.  He  just  clams  up. 

GUTHRIE:  Do  you  think  at  some  point  he's  going  to  need  some 
help  to  help  him  cope  with  it?  Would  you  like  to  see  some  special 
help  for  him? 

SCHOONOVER:  I sure  would. 

GUTHRIE:  If  it  were  available,  you  would  bring  him? 

SCHOONOVER:  Right. 

GUTHRIE:  That's  very  important. 

ARONSON:  Thank  you,  Mrs.  Schoonover. 

TESTIMONY  OF 
BOBBIE  M.  WRIGHT,  RPT 
PHYSICAL  THERAPY  CONSULTANT -PH 
REHABILITATION  UNIT-ADULT  HEALTH  SECTION 
GEORGIA  DEPARTMENT  OF  HUriAN  RESOURCES 

WRIGHT:  My  name  is  Bobbie  Wright.  I'm  a physical  therapist 

from  the  Georgia  Department  of  Human  Resources.  I'm  with  the 
Adult  Health  Section.  I'm  a little  different  from  the  average 
physical  therapist  in  that  I work  primarily  in  home  situations 
and  in  nursing  homes.  I do  not  work  in  a hospital  setting. 

I am  privileged  to  appear  before  this  Commission  today  to 
address  the  role  of  physical  therapy  in  the  treatment  of  the 
Huntington's  disease  patient.  Although  I have  had  only  minimal 
experience  (five  patients,  two  in  their  home  and  three  in  nursing 
homes)  evaluating  and  treating  the  Huntington's  patient,  I feel 
I can  say  physical  therapy  has  been  of  benefit  to  these  patients 
and  families. 

In  working  with  the  Huntington's  disease  patient,  I have 
found  they  respond  to  exercise  and  activity  in  a similar  way  to 
other  chronic  central  nervous  system  disease  patients.  With  the 
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limited  experience  I have  had,  it  has  made  me  believe  that  the 
Huntington's  patient  can  remain  functionally  active  for  much 
longer  if  a structured  program  of  exercise  and  functional  activ- 
ities are  begun  before  the  patient  becomes  wheelchair-bound  and 
dependent  for  his  personal  care. 

When  the  Huntington's  patient  is  still  very  physically  active 
and  has  all  the  extra  energy  to  burn  would,  in  my  opinion,  be  an 
ideal  time  to  channel  all  this  activity  into  more  functional  or 
meaningful  activities.  This  is  usually  the  period  of  the  patient's 
disease  where  the  family  is  encouraging  the  patient  to  possibly 
become  less  active.  Their  reason  being  they  are  afraid  the 
patient  will  get  hurt  if  he  tries  to  remain  independent.  Because 
of  his  poor  balance  and  coordination  the  patient  is  becoming  less 
safe  in  independent  activities.  At  this  point  the  family  has  to 
realize  how  much  they  should  do  for  the  patient  and  how  much  the 
patient  should  be  encouraged  to  do  for  himself.  I definitely 
feel  the  physical  therapy  visit  at  this  time  could  be  of  benefit 
to  the  family  and  patient. 

The  exercise  program  I have  used  has  been  one  that  can  easily 
be  carried  out  in  the  home  or  nursing  home  with  the  help  of  the 
family  or  nursing  personnel.  Special,  expensive  equipment  is  not 
needed  in  this  program.  I have  gone  into  the  home  or  nursing  home 
and  taught  the  family  or  nursing  personnel  the  simple  exercise 
program.  Usually,  I recheck  the  patient  once  monthly  until  I feel 
he  has  reached  a plateau  as  far  as  increasing  strength  and  func- 
tion. At  that  point,  he  is  considered  to  be  on  a maintenance 
program  and  then  only  follow-up  visits  every  3 to  4 months  are 
necessary. 

I have  found  that  the  follow-up  visits  by  the  physical 
therapist  can  reinforce  the  exercise  program  and  encourage  both 
patient  and  family  to  continue  a program  that  can  become  very 
monotonous  and  time-consuming  at  times. 

My  role  as  the  physical  therapist  has  been: 

I . Evaluating  the  patient,  family  and  home  situation. 
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A. 

Patient 

1. 

Muscle  weakness 

2. 

Joint  loss 

3. 

Coordination 

4. 

Activities  of  daily  living 

5. 

Attitude 

B. 

Family 

1. 

Attitude 

2. 

Health 

3. 

Other  responsibilities 

C. 

Home 

1. 

Bed 

2. 

Furniture 

3. 

Bathroom 

4. 

Hazards  - steps,  throw  rugs 

II . Setting  up  and  teaching  the  patient  and  family  the 

exercise  program.  This  has  included: 

A.  Walking  with  or  without  aid 

B.  Pulley  for  upper  extremity  coordination  and 
motion 

C.  Stationary  bike  for  lower  extremity  coordination 

D.  Strengthening  exercises  for  arms  and  legs  (using 
a purse  or  pair  of  hose  with  a can  of  beans  in 
them  as  the  weight  for  resistive  exercise) 

E.  Activities  of  daily  living  (feeding,  dressing, 
helping  in  bathing,  shaving  and  all  other 
personal  care) 

III . Discussing  with  the  family  the  importance  of  the 

patient  remaining  as  independent  as  possible  in 

home  environment.  Points  discussed  were; 

A.  Patient  should  be  dressed  in  street  clothes  and 
shoes  when  he  gets  up  in  the  morning. 

B.  His  bed  should  be  made  up  for  the  day. 

C.  Patient  should  not  be  back  in  his  bedroom  unless 
he  naps  in  the  afternoon. 
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D.  He  should  have  his  chair  in  an  active  room  of 
the  home  (one,  if  possible,  that  he  can  get  in 
and  out  of  without  assistance. 

E.  He  should  be  included  in  discussions  of 
business  and  family  matters  as  long  as  he  shows 
any  interest  and  should  help  in  making  decisions, 
within  limits. 

F.  Encourage  patient  to  participate  in  activities 
outside  the  home  such  as  church  and  civic  organ- 
ization. Many  times  a family  member  can  partici- 
pate in  the  outside  activities  with  the  patient. 

G.  Keep  the  patient  an  integral  part  of  the  family 
as  long  as  possible. 

In  evaluating  the  home  I usually  check: 

A.  The  bed  needs  a firm  mattress  and  should  be  low  so 
patient  could  sit  and  rest  his  feet  on  the  floor. 

A trapeze  bar  or  rope  on  the  end  of  the  bed  has 
helped  patients  become  independent  in  getting  up. 

The  bed  should  be  stable. 

B.  Grab  bars,  a chair  in  the  tub  and  raised  toilet 
seat  have  made  the  patient  much  more  independent 
in  using  the  bathroom. 

C.  Entrances  in  and  out  of  house  should  have  handrails 
at  any  steps. 

D.  Chair  has  to  be  comfortable  but  also  functional  to 
the  point  that  the  patient  can  get  up  and  into  it 
without  help  or  only  minimal  help.  Placing  a lounge 
chair  up  on  a ledged  6-inch  platform  can  sometimes 
be  of  great  benefit  in  getting  patient  in  and  out 

of  the  chair. 

Everything  I have  mentioned  in  this  paper  has  been  used 
successfully  on  at  least  one  of  these  patients.  I have  been  in 
physical  therapy  for  15  years  and  the  first  Huntington's  patient 
I had  referred  for  treatment  was  3 years  ago . In  the  last  year 
I have  picked  up  the  other  four  patients.  I hope  this  is  an 
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indication  that  doctors  and  families  are  beginning  to  realize 
that  we  can  help  these  patients  remain  functionally  active  if  we 
see  them  while  they  are  still  fairly  active.  It  is  my  belief  as 
long  as  they  can  be  kept  physically  active  and  the  family  can 
make  them  feel  "they  have  a reason  for  being,"  these  patients  will 
remain  independent  for  longer  periods  against  great  odds. 
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AROiJSOi'I:  Thank  you  very  much,  Ms.  Wright. 

GUTHRIE:  Could  I just  ask  one  question.  I want  to  know  who 

pays  for  your  services? 

v;righT:  I am  out  of  the  state  Adult  Health  Section,  Chronic 

Disease.  I'll  go  see  an  MS . I go  see  a Huntington's.  But  it  is 
a state  function. 

GUTHRIE:  So  the  patient  himself  does  not  have  to  pay?  The 

county  does  not? 

WRIGHT:  Except  through  their  taxes. 

WEXLER:  Is  there  a program  you  would  write  up  and  teach 

other  people? 

WRIGHT:  Well,  no.  I'll  tell  you — you  ask  that — I can  teach. 

I've  got  to  see  the  family  situation.  I've  got  to  see  the  patient. 
You  could  take  some  of  these  ideas  and  use  them  with  patients, 
yes . 


GUTHRIE:  Bobbie  did  write  a very  fine  exercise  program  for 

the  Committee  to  Combat  Huntington's  Disease  which  we  have 
distributed.  It's  been  very  helpful.  Thank  you  very  much. 

ARONSON:  Thank  you. 

WRIGHT:  Thank  you. 


ARONSON:  Ms.  Linda  Burch,  Mr.  Don  Hall,  Ms.  Kay  Brown. 

Good  morning,  Ms.  Burch. 


TESTIMONY  OF 
LINDA  V.  BURCH 
ALABAMA  CHAPTER 

NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

BURCH:  Good  morning.  I'm  Linda  Burch,  from  Montgomery, 

Alabama.  I'm  representing  the  Alabama  Chapter  of  the  National 
Huntington's  Disease  Association. 
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When  I was  asked  to  attend  this  hearing,  I readily  agreed  to 
do  so  even  though  I know  of  no  substantive  contribution  I can  make 
except  to  show  my  very  definite  concern. 

I know  little  of  Huntington's  disease  outside  my  own  family. 

My  earliest  recollections  of  my  grandmother  were  that  she  was  a 
most  kind  and  generous  person  and  that  her  hands  were  never  still. 
The  choreic  movements  were  so  pronounced  that  even  a child  could 
not  help  but  notice. 

Later,  when  her  erratic  behavior  became  a hazard  to  her 
health  and  a danger  to  my  grandfather,  she  was  committed  to  a 
mental  hospital.  While  there,  the  doctors  were  able  to  prescribe 
medication  that  enabled  her  to  come  home  and  later  go  to  a nursing 
home  where  she  died  an  old  lady  at  age  58. 

By  the  time  my  grandmother  died,  my  mother's  behavior  was  so 
eccentric  at  times  that  my  brother,  sister  and  I never  knew  what 
to  expect  nor  how  to  react.  My  uncle  and  aunt  called  us  together 
and  explained  that  mama  had  HD  and  that  her  condition  would 
gradually  deteriorate  and  that  we  must  be  prepared  for  the  in- 
evitable. We  were  also  told  that  each  of  us  had  a 50-percent 
chance  of  developing  HD.  Yes,  I am  at  risk  and  so  are  my  brother 
and  sister. 

I can  never  have  the  children  I so  hoped  to  have  but  my  sister 
has  a beautiful  six-month-old  daughter  and,  at  least  for  the 
present,  she  must  also  be  considered  "at  risk." 

I cannot  complacently  accept  a position  that  HD  is  a curse 
that  must  be  silently  endured  and  passed  on  to  an  innocent  child. 

I do  not  believe  this  is  God's  will.  I do  believe  that  God  has 
given  the  talent  and  ability  to  someone,  somewhere,  to  find  the 
key  that  will  reveal  the  mysteries  of  Huntington's  disease.  We 
must  furnish  that  person  with  the  resources  required  to  do  his 
work.  It  is  not  probable  that  something  will  be  found  in  time  to 
save  my  mother,  but  God  forbid  that  my  little  niece,  April,  must 
live  her  life  under  such  a heinous  cloud  as  my  brother,  sister, 
myself  and  thousands  of  others  have. 

Tell  me  what  I must  do,  and  I will  do  it.  I will  not  face 
April  in  years  to  come  and  tell  her  she  has  only  a 50-percent 
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chance  of  a full  life  and  that  I never  contributed  anything  toward 
trimming  the  odds.  I would  rather  she  know  that  I have  more  than 
a passive  concern.  If  my  coming  before  this  Commission  accom- 
plishes nothing  else,  I hope  I may  be  numbered  among  the  thousands 
who  are  looking  to  you  with  renewed  hope  for  the  future. 
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ARONSON:  Thank  you,  Ms.  Burch. 

GUTHRIE:  I just  want  to  say  your  coming  here  does  help,  and 

that  your  voice  will  be  added  to  many  other  voices.  This  is  going 
to  your  Congressman  who  represents  you.  Your  Congressmen  will 
undoubtedly  want  to  respond  in  some  way.  Our  collective  voices 
are  what  is  important,  and  your  presence  here  will  help  the 
future.  I do  believe  it. 

ARONSON:  Mr.  Hall. 


TESTIMONY  OF 
DON  HALL 
GENERAL  MANAGER 
HOMEMAKERS -UPJOHN 
HOME  AND  HEALTH  CARE  SERVICES 

HALL:  Thank  you,  Mr.  Chairman,  panelists.  I'm  Don  Hall. 

I'm  with  Homemakers-Up John . I have  to  explain  what  we  do  because 
our  name  does  not  imply  anything  to  do  with  nursing  service.  We 
are  a service  program  of  The  Upjohn  Company,  the  pharmaceutical 
company,  and  supply  registered  nurses,  licensed  practical  nurses 
and  nurse  aides  for  home  care,  for  hospital  private  duty.  We  are 
also  involved  in  staffing  services  in  nursing  homes  and  in 
hospitals.  Anywhere  in  the  community  where  nursing  services  are 
needed,  we  have  the  personnel  available. 

We  presently  are  supplying  home  health  aides  to  the  Visiting 
Nurse  Association  locally  in  Atlanta.  We  have  a number  of 
contracts  across  the  country.  We  are  the  largest  nursing  service 
in  the  country,  with  220  offices  nationally.  We  have  approxi- 
mately 55,000  field  employees  who  last  year  provided  approximately 
20  million  hours  of  care  in  the  home.  We  are  able  to  provide 
whatever  level  of  care  might  be  required.  Quite  often,  we  are 
called  by  individuals  saying,  "V?e  need  a nurse."  They  don't 
always  need  a nurse;  perhaps  a nurse  aide  would  suffice. 

I must  give  you  this  background  because  I think  it's 
important  that  we  pursue  this.  If  we  are  called  by  a patient  to 
provide  service  in  the  home,  we  have  an  R.N.  Field  Supervisor  who 
goes  into  the  home  and  assesses  the  situation  and  the  needs  of 
the  patient.  The  physician  of  the  patient  is  then  contacted,  and 
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our  nurse  will  write  a care  plan  for  this  person.  She  then 
supervises  the  activities  of  the  person  who  has  been  assigned  to 
care  for  the  patient. 

Presently,  in  the  State  of  Georgia,  our  services  are  not 
covered  by  Medicare  and  Medicaid  because  the  State  of  Georgia  has 
no  licensing  law  allowing  proprietary  agencies,  as  we  are,  to 
participate  in  their  programs.  We  can,  however,  subcontract  with 
non-profit  agencies,  such  as  the  Visiting  Nurse  Association,  in 
supplying  them  with  personnel. 

We  are  averaging,  as  I mentioned,  about  300  visits  a week 
locally.  These  are  two-hour  visits.  In  addition  to  that  we  have 
a program  that  allows  us  to  cover  a patient  for  six  hours,  up  to 
24  hours  a day.  Statistics  show  that  patients  do  respond  better 
in  a home  situation.  They  prefer  being  at  home.  We  can  cover 
their  needs  on  a 24-hour  basis.  We  have  found  often  that  many 
wives  have  had  to  quit  their  jobs  to  take  care  of  their  spouses. 
We  can  provide  the  needed  service  in  the  home  to  allow  her  to 
work.  We  have  found  also  that  many  people  who  are  incarcerated 
because  of  some  type  of  disease,  staying  in  the  home  taking  care 
of  that  person,  we  can  offer  them  respite.  We  can  put  someone  in 
just  for  a few  hours  a day  once  a week  or  everyday  to  allow  them 
to  go  out  and  play  bridge  or  have  their  hair  fixed,  or  whatever, 
just  to  get  away  from  the  situation. 

I would  welcome  any  questions  that  you  might  have  about  our 
service  at  this  time. 

ARONSON:  Yes,  something  does  occur  to  me,  sir.  I'm 

acquainted  with  your  corporation,  perhaps  in  the  more  conven- 
tional role  as  one  of  the  better  pharmaceutical  companies  in  the 
world.  I'm  acquainted  personally  with  what  your  company,  as 
well  as  many  companies,  does;  namely,  devote  a portion  of  their 
earnings  back  into  research  and  development.  And,  indeed.  The 
Upjohn  Company  has  been  very  generous  in  its  research  support 
throughout  the  United  States  in  medical  schools,  et  cetera. 

I was  wondering  if  the  Division  of  Homemakers  Home  and 
Health  Care  Services  of  Upjohn  would  consider,  since  it  has  such 
a comprehensive  series  of  services  throughout  the  United  States, 
devoting  some  of  its  funds  toward  some  sort  of  investigation  on 
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the  most  utilitarian,  the  most  meritorious  kinds  of  nursing  care, 
the  experiences  of  some  of  your  employees  in  terms  of  patients 
with  HD?  Are  there  any  hints?  Are  there  ways  of  doing  things 
better  than  individuals,  perhaps,  who  have  had  only  limited 
contact  with  patients  with  HD?  Is  it  possible  for  your  company 
to  put  together  a handbook  of  ideas,  in  terms  of  the  practical 
day-to-day  living  experiences  that  your  nurses  have  noted  to  help 
patients  with  HD? 

HALL:  We  don't  have  anything  specific.  Dr.  Aronson,  for  HD. 

We  do  have  a booklet  that  has  been  made  available  to  us,  written 
by  a physician,  on  what  you  should  know  about  home  health  care. 

I should  think  that  it  would  be  possible  to  adapt  this  booklet — 
something  like  this  booklet,  rather,  to  HD.  I would  suggest  that 
our  home  office  (in  Kalamazoo,  Michigan)  be  contacted.  May  I 
give  you  the  name  of  Mr.  Budd  Norris,  Executive  Vice  President, 
Homemakers-Upjohn,  Van  Rick  Drive,  Kalamazoo,  Michigan,  49001. 

He  would  be  the  contact,  I think,  for  a booklet  of  this  nature, 
and  I'm  sure  they  would  be  happy  to  hear  from  you. 

GUTHRIE:  I'm  interested  in  knowing,  have  you  had  experience 

with  the  HD  patients  at  all? 

HALL:  Some  of  our  offices  have,  yes.  Locally,  we  have  not 

had . 


GUTHRIE:  Can  I ask,  do  you  know  why  you  haven't  had  local 

people  ask  for  your  help? 

HALL:  It  is  perhaps  possible  that  people,  Ms.  Guthrie, 

cannot  afford  our  service  because... 

GUTHRIE:  That  was  my  next  question. 

PRATT:  That's  a good  question,  yes. 

HALL:  Right.  We  are  proprietary,  as  I say.  If  a person  is 

covered  by  insurance,  if  they  have  major  medical,  quite  often 
their  home  care,  up  to  a point,  would  be  covered  by  the  insurance 
carrier. 

WEXLER:  Up  to  what  point? 


2 — 456 


Atlanta,  Georgia 


October  21,  1976 


MALL:  I don't  know.  I don't  know  what  the  limitations  of 

the  ixDlicy  would  be,  you  see.  It  would  depend  on  the  policy  that 
they  might  have. 

GUTHRIE:  Can  I have  a figure  from  you?  Can  you  give  me  some 

estimate  of  what  this  kind  of  first  visit  or  the  tenth  visit  might 
cost? 


HALL:  With  what  level  of  care,  now?  Are  we  talking  a nurse 

aide,  a registered  nurse,  a licensed  practical  nurse? 

PRATT:  For  each.  Let's  have  a nurse  aide,  and  then  an  R.N. 

HALL:  Pardon  me? 

PRATT:  Try  the  nurse  aide  first. 

HALL:  All  right.  The  nurse  aide  is  $4.25  an  hour.  This 

includes  their  being  insured  for  malpractice  liability.  We  bond 
them.  We  do  all  the  withholding,  match  their  Social  Security,  so 
that  the  patient  has  no  records  to  keep  at  all.  VJe  invoice 
weekly . 

PRATT:  What  about  an  R.N.? 

HALL:  An  R.N.  is  $7.25. 

GUTHRIE:  $7.25  an  hour. 

HALL:  Yes,  ma'am. 

GUTHRIE:  I don't  know  whether  you  know,  but  I would  say 

that  99  percent  of  our  patients  cannot  afford  that.  That's  why 
you  haven't  heard  from  them. 

HALL:  Yes.  That's  understandable,  yes. 

GUTHRIE:  You  know,  when  you  have  two  or  three  members  of 

your  family  for  two  or  three  generations  that  need  this  kind  of 
care,  you're  poor. 
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HALL;  Exactly.  This  is  one  of  the  reasons  that  I think  that 
we  conceivably  could  get  involved  around  the  country  if  this 
program  were  covered  by  Medicaid  or  some  of  the  other  governmental 
programs.  There  are  17  states  now  in  which  Homemaker-Up john 
offices  are  involved  in  providing  care  under  Medicare  and 
Medicaid,  because  the  states  do  have  a licensing  law  allowing 
proprietary  agencies  to  provide  this  service. 

GUTHRIE:  As  good  as  Medicaid  and  Medicare  might  be — and  it 

is  good  for  those  who  can  get  it — we  also  have  a very  wide  range 
of  people  who  are  either  too  poor  or  too  wealthy  to  even  be  able 
to  benefit  from  Medicaid  or  Medicare.  So  we  have  that  middle 
bracket  that  still  needs  help  that  wouldn't  be  helped  through 
Medicaid  or  Medicare. 

HALL:  I don't  know  if  under  Title  20  this  service  might  be 

made  available. 


GUTHRIE;  We  might  investigate. 

HALL:  Because  the  idea  of  Title  20  is  to  keep  people  from 

being  institutionalized  and  to  keep  them  at  home. 

ARONSON:  Mr.  Hall,  thank  you  very  much. 

HALL:  Thank  you. 

ARONSON:  Ms.  Brown? 


TESTIMONY  OF 
KAY  BROWN 
ATLANTA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

BROWN:  My  name  is  Kay  Brown.  I am  29  years  of  age,  and  I'm 

one  of  three  children  who  is  "at  risk."  Presently,  my  mother, 
who  is  48  years  of  age,  is  in  a nursing  care  center  at  Kingsport, 
Tennessee,  where  my  oldest  brother  lives. 

The  past,  present,  and  future  hold  a great  many  needs  for 
the  Huntington's  disease  patient  and  their  families.  With  great 
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sadness  I can  look  back  in  the  past  to  a small  town  in  the 
Mississippi  Delta  and  see  my  grandmother's  condition  gradually 
getting  worse--a  condition  misdiagnosed  as  Parkinson's  disease. 

A NEED  - to  educate  doctors  and  health  care  persons  so  that  they 
have  the  ability  to  diagnose  and  understand  Huntington's  disease. 

My  grandmother  died  at  the  age  of  62,  a weak  and  helpless  invalid 
with  less  than  minimum  care.  A NEED  - to  provide  an  adequate  and 
knowledgeable  person  to  care  for  the  Huntington's  disease  patient 
living  at  home. 

After  several  years  of  unexplained  behavior,  my  mother  was 
finally  diagnosed  with  Huntington's  disease  in  1971  by  a neurolo- 
gist in  Jackson,  Mississippi.  By  taking  the  time  to  do  some  re- 
search he  was  able  to  trace  my  great-grandfather's  health  records 
to  a state  mental  health  institution.  This  confirmed  his  diagnosis 
of  my  mother's  condition. 

What  do  we  do  as  a family  now  that  we  have  a Huntington's 
disease  patient?  A NEED  - to  provide  counseling  for  the  entire 
family  including  complete  information  about  Huntington's  disease. 

I have  seen  my  mother's  condition  deteriorate  before  my  eyes. 

Her  emotional,  physical  and  mental  health  strained  her  relation- 
ship with  my  father  and  resulted  tragically  in  a divorce  three 
years  ago.  She  chose  to  live  alone  in  an  apartment  in  her  home- 
town and  had  to  depend  upon  neighbors  to  help  with  routine  duties. 

A NEED  - to  provide  understanding,  love  and  care  for  the  Hunting- 
ton's disease  patient  through  therapy.  No  agency  was  available 
for  this. 

Because  my  mother  was  experiencing  a breakdown  mentally  and 
physically  and  could  no  longer  take  adequate  care  of  herself,  we 
began  our  long  search  for  a Medicaid-approved  facility  in  the 
Kingsport,  Tennessee,  area  where  my  brother  lives  and  the  Atlanta 
area  where  I live.  After  spending  many  frustrating  hours  and  days 
calling  and  re-calling  different  agencies,  I began  to  wonder  if 
their  only  purpose  was  to  "refer  me  to  someone  else  or  another 
department."  I found  myself  helplessly  at  dead  ends,  getting  my 
name  on  lists  for  the  waiting  lists,  with  few  results.  A NEED  - 
to  provide  an  adequate,  clean,  healthy  and  happy  environment  for 
the  intermediate  care  of  the  Huntington's  disease  patient. 
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Our  need  was  answered  in  February  1976,  when  my  mother  was 
accepted  into  the  Kingsport  Health  Care  Center.  Her  NEED  for 
care,  companionship,  love  and  understanding  was  so  great  that  she 
looked  forward  to  her  move  with  great  excitement.  At  present,  her 
condition,  both  physically  and  mentally,  has  improved  because  of 
her  supportive  environment  and  new  way  of  life. 

The  most  important  concern  and  need  in  my  life  at  this  time 
is  an  early  detection  of  Huntington's  disease.  Families  whose 
parents  are  affected  by  Huntington's  disease  live  under  an  impend- 
ing threat  much  like  lying  under  a guillotine  and  not  knowing  if 
the  blade  will  fall... or  when.  If  a child  of  an  affected  parent 
marries,  during  the  years  of  procreation  he  or  she  and  spouse 
must  decide  to  place  any  children  under  the  same  threat.  My 
husband  and  I decided  to  take  this  risk  and  hope  that  we  can 
deal  with  any  guilt,  should  I be  affected. 

What  does  the  future  hold  for  my  family?  Will  our  needs  be 
met  when  we  desperately  need  it?  The  hope  that  I have  lies  in 
research,  education,  treatment  and  care.  In  this  Commission's 
hands  is  placed  the  fate  of  the  future  of  Huntington's  disease 
families . 
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ARONSON:  Mrs.  Brown,  thank  you  very  much. 

WEXLER:  What  were  some  of  the  problems  that  you  encountered 

in  tryiny  to  find  a nursing  home?  Were  they  full,  or  they 
wouldn't  take  HD  patients? 

BROWN:  Well,  first  of  all,  v;e  were  needing  a Medicaid- 
approved  facility.  That  was  the  first  priority.  In  many  cases, 
we  could  yet  in  just  almost  in  no  time  if  we  were  paying  privately, 
which  you're  talking  $650  for  intermediate  care  per  month,  and 
there  was  no  way  we  could  do  this.  It  would  be  calling  this 
person,  who  would  refer  me  to  another  person,  to  another  name,  to 
another  number,  and  it  was  just  a run-around.  It  was  just  the 
nost  frustrating  thing  to  think,  "Here  we  are.  These  agencies 
arc  supposed  to  be  so  helpful  and  give  us  help,"  and  there  was 
just  no  help.  Then,  when  I did  find  the  list--and,  of  course,  the 
Medicaid,  especially  in  Georgia,  was  up  in  the  air  (all  that 
hassle) . It  was  a matter  of  getting  on  a list  for  the  waiting  list. 

WEXLER:  You  didn't  find  that  you  were  not  accepted  because 

your  mother  had  Huntington's? 

BROWInI:  No. 

WEXLER:  Did  you  ever  have  any  genetic  counseling  after  your 

mother  was  diagnosed? 

BROWN:  Yes.  Dr.  Falek  spent  one  afternoon,  yes. 

GUTHRIE:  Do  you  still  feel  alone? 

BROWN:  No,  I really  don't. 

GUTHRIE:  Does  it  make  a difference  knowing  that  there  are 

people  who  care? 

BROWN:  Yes,  very  much. 

GUTHRIE:  And  if  you  had  your  way,  would  you  help  others 

to  know? 
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BROWN:  Yes.  I think  that's  the  reason  we  are  facing  now 

because  I think  the  number  of  newsletters  in  our  chapter  that  we 
send  out,  and  the  people  that  are  so  scared,  still,  to  come  out 
of  the  woodwork  and  express  their  fear.  It's  just  the  most  help- 
ful thing  to  be  able  to  express  our  fear  and  hope,  and  all. 

GUTHRIE:  So  being  part  of  a group  makes  you  feel  good,  too. 

BROl'/N:  Yes. 

GUTHRIE:  I think  these  are  the  supportive  things  that  we 

have  to  offer  at  this  moment. 

BROWN : Yes . 

GUTHRIE:  Good. 

ARONSON:  Kay,  thank  you  very  much.  Before  we  proceed- -we ' re 

running  well  behind  our  schedule,  which  is,  I think,  normal — we 
will  not  take  the  break  that  we  had  anticipated  taking  approxi- 
mately now.  But,  for  those  of  you  who  feel  the  need,  biologically 
or  emotionally,  there  is  coffee  outside,  immediately  in  the  back; 
so  if  you  would,  perhaps  on  a single  basis,  go  out. 

I'd  like  to  call  now  Mr.  Flemming,  Mr.  Morton,  and 
Mr.  Brenner.  Counselor? 


TESTIMONY  OF 

J.  D.  FLEMMING,  JR.,  ESQUIRE 
MENTAL  HEALTH  ASSOCIATION 
ATLANTA,  GEORGIA 

FLEMMING:  Good  morning. 

ARONSON:  Good  morning,  sir. 

FLEMMING:  I'm  J.  D.  Flemming.  I am  an  attorney  here  in 

Atlanta.  I have  worked  a little  bit  with  the  problems  of  HD  in 
a number  of  different  ways,  with  Dr.  Falek  in  a very  minor  role 
at  his  local  HD  chapter. 
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Wliat  I'd  like  to  tell  you  about  this  morning  is  perhaps  a 
primary  thrust  of  the  Mental  Health  Association.  What  I would 
like  to  say  to  you  is  not  what  is  at  the  present  time,  but  what 
we  hope  will  come  to  be  in  the  near  future  by  reason  of  the  fact 
that  in  the  last  year  the  General  Assembly  in  the  State  of  Georgia 
did  adopt  a rather  comprehensive  framework  act  dealing  with  mental 
health,  mental  retardation,  and  associated  problems.  It  was 
called  the  Community  Mental  Health  and  Mental  Retardation  Act  of 
1976. 


This  Act  is  really  a planning  act  rather  than  an  implementing 
or  a service  act.  But  we  found  in  the  past,  in  trying  to  deal 
with  other  types  of  problems,  that  if  you  don't  plan  first,  if 
you  don't  force  the  planning  by  the  local  and  state  agencies,  then 
you  can  provide  for  all  of  the  services  in  the  world  and  they  don't 
seem  to  come.  There's  no  focus  for  funding  the  services  that  have 
been  demanded  by  the  local  legislation.  So  that  we  found  that  the 
only  way  to  get  this  thing  into  operation  is  to  require  over  about 
a five-year  period  various  planning  reports,  and  then  for  funding 
on  the  basis  of  those  planning  reports,  and  then  for  implementa- 
tion on  the  basis  of  that  funding. 

The  Community  Act  that  I've  described  does  provide  for 
planning  of  that  sort  beginning  at  the  local  level.  The  first 
report  that  goes  into  the  formation  of  the  state  plan  is  made  up 
on  the  local  level;  that  is,  on  the  county  level.  After  that  plan 
has  been  formulated  by  the  county  with  assistance  and  guidance 
from  the  state,  expert  assistance,  rather  than  direction,  then 
that  plan  goes  to  a regional  commission.  The  regional  commission 
consolidates  the  plans  for  the  counties  within  that  region,  and 
then  those  plans,  in  turn,  go  up  to  the  state  level  where  the 
state  plan  is  formulated.  At  that  point,  then,  funding  is 
requested,  and  the  funding  comes  back  down  in  the  opposite 
direction:  The  state  parcels  it  out  to  the  regions,  the  regions 

parcel  it  out  to  the  local  communities,  and  the  local  communities 
have  the  final  say-so  in  how  the  funds  are  spent. 

I said  that  this  is  a framework,  and  that's  exactly  what  it 
is  because  it  does  not  specify  fully  the  types  of  services  that 
are  to  be  provided,  although  it  does  have  a nucleus.  For  example, 
there  is  a requirement  in  that  Act  for  an  Office  of  Prevention, 
which  we've  never  had  before. 
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What  we  would  hope,  and  what  we  are  working  toward  this  year, 
is  to  provide  for  some  planning  concerning  HD  in  connection  with 
that  Act,  and  for  some  services,  specific  services,  dealing  with 
diagnosis,  with  therapy,  with  vocational  training  consulation 
where  that's  necessary,  other  related  social  services,  with  the 
families  and  patients,  and  so  on.  We're  not  entirely  sure,  to  be 
honest  with  you,  whether  this  can  be  done  within  the  Act  because 
it  is  demanding  a great  deal  of  a lay  general  assembly  such  as 
ours  to  understand  the  needs  in  this  area.  We  may  find  very  well 
that  it's  not  possible  for  them  to  comprehend  the  needs  and  be 
willing  to  respond  to  them  quickly  enough  to  get  them  into  an 
act . 

An  act,  of  course,  does  have  one  other  problem,  which  is 
rigidity.  Once  you  get  it  in,  it  isn't  a very  flexible  thing. 

So  that  our  second  approach  is  going  to  be  through  regulations  in 
the  Department  of  Human  Resources  to  provide  for  the  same 
services.  This,  of  course,  would  allow  for  some  learning  by 
experience  and  very  easy  modification  of  what's  provided  and  what 
the  approach  would  be. 

Now,  in  all  of  this  I think  we  do  have  a very  good  theoret- 
ical framework  because  none  of  these  laws  that  I've  been  talking 
about  are  stereotyped  in  any  way.  They  really  are  set  up  in 
order  to  respond  to  the  specific  needs  of  the  area.  You  don't 
have  to  treat  all  persons  in  the  same  way  regardless  of  what 
their  needs  are  and  the  problems  are.  I think,  therefore,  it 
should  be  entirely  applicable  to  the  problems  of  those  concerned 
with  HD. 

Now,  that  isn't  the  end  of  it,  though.  We  do  hope  that  that 
will  be  just  the  first  part  of  a broad-based  study  looking  into 
other  problems  related  to  the  law;  for  example,  insurance, 
employment,  discrimination,  and  things  of  that  sort.  I think 
I've  probably  gone  over  my  time. 

ARONSON:  Mr.  Flemming,  thank  you  very  much.  Marjorie? 

GUTHRIE:  I do  want  to  comment.  I want  to  tell  you  that 

here  in  the  State  of  Georgia  you  do  have  a very  active  Committee 
to  Combat  Huntington's  Disease.  Now,  it  was  this  committee  that 
went  to  the  Congress  to  educate  the  Congress.  So,  I would  like 
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to  suggest  that,  if  you  would  permit,  we  would  like  our  committee 
to  go  before  your  lay  general  assembly  and,  with  a very  positive 
approach,  perhaps  have  the  opportunity  to  educate  your  general 
assembly,  if  you  would  just  have  the  door  open  to  us, 

FLEMMING:  I don't  think  there 'd  be  any  problem  with  that. 

I would  like  to  say  this.  What  you'd  need,  first  of  all,  of 
course,  are  a few  friends  in  the  assembly  who  are  aware  of  the 
problems  beforehand. 

GUTHRIE:  That's  right. 

FLEMMING:  I hope  the  local  chapter  can  start  educating 

individuals.  There  are  some  that  are  very  suitable  candidates 
for  that. 

GUTHRIE:  Yes;  exactly.  I think  that  we  must  always 

remember  that  new  ideas  start  somewhere,  and  we  don't  want  to 
give  up  just  because  it  hasn't  been  done  before.  So,  if  we're 
being  responded  to  by  the  Congress,  certainly  your  legislators 
might  be  willing.  I hope  that  our  people  will  have  the  oppor- 
tunity to  do  so. 

FLEMMING:  Great. 

ARONSON:  Thank  you  very  much.  Mr.  Morton.  Good  morning, 

sir. 


TESTIMONY  OF 
ALBERT  MORTON 
PROGRAM  SPECIALIST 
BUREAU  OF  DISABILITY  INSURANCE 
SOCIAL  SECURITY  ADMINISTRATION 

MORTON:  Good  morning.  I regret  I don't  have  a prepared 

statement.  I didn't  realize  that  one  should  have  been  written. 

I am  Albert  Morton,  from  the  Social  Security  Administration. 
I represent  the  Disability  Insurance  Section  of  the  Social 
Security  Administration.  I make  that  distinction  as  opposed  to 
the  Health  Insurance  Section,  which  would  be  more  responsive  to 
Medicaid-  and  Medicare-type  issues.  So  I guess  I'm  putting  you 
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on  warning  at  the  offset  that  I don't  have  responses  to  those 
type  questions. 

Disability,  the  program  itself,  does  recognize  Huntington's 
disease  as  being  a disabling  impairment.  It  is  recognized  as  a 
disabling  impairment  like  all  other  disabling  impairments  that  are 
on  our  listings  of  impaired  conditions.  The  only  obligation  is 
to  have  that  medically  documented,  that  the  person  does  have  this 
disease.  Of  course,  there  are  regular  Social  Security  type  pay- 
ments that  would  go  to  the  disabled  person,  members  of  his  family 
(which  are  usually  the  spouse  and  young  children  and,  of  course, 
older  children  who  m.ay  be  in  college)  . 

There  are  two  specific  programs:  one  is  the  regular  Social 

Security  program  where  a person  works  and  earns  credits,  and  he 
draws  on  these  to  get  payments.  The  other  program  is  the 
Supplemental  Security  Income  program  which  is  paid  to  people  who 
are  in  need.  It  is  based  solely  on  need.  Under  that  program  is 
where  the  Medicaid  portion  is  paid.  For  the  regular  disabled 
person  who  has  worked,  he  can  become  covered  under  Medicare  after 
24  months. 

Usually,  a person  has  a right  to  be  referred  to  vocational 
rehabilitation  as  part  of  the  Disability  program;  but,  in  this 
instance,  because  of  the  nature  of  the  disease,  vocational  reha- 
bilitation is  out.  There  are  no  referrals  made  to  them  for 
persons  who  have  Huntington's  disease.  We  encourage  anyone  who 
believes  that  they  have  a problem  in  this  area,  that  they  should 
contact  their  local  Social  Security  office  and  get  responses  to 
questions  and  assistance  in  filing  for  these  benefits. 

GUTHRIE:  Can  I suggest  to  you  that  our  experience  has  been 

that  the  majority  of  our  people  do  not  qualify.  But  we  believe 
that  they  should  go  to  you  anyway  and  be  disqualified  so  that  we 
can  prove  the  need.  Right? 

MORTON:  Exactly,  and  that's  one  of  the  things  that  we 

encourage.  Even  if  you're  not  insured,  if  you  are  disabled  we 
still  encourage  that  you  file  because  many  times  these  also 
result  in  other  benefits  that  may  be  available. 
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GUTHRIE:  On  the  "other,"  we  would  hope  that  some  day  our 

people  would  come  under  some  kind  of  help.  You  could  be  very 
helpful  to  us  by  saying,  as  you  are,  that  you're  there,  even  if 
you  can’t  give  us  the  help  that  we  need,  and  we  would  hope  that 
our  [>eople  would  know  that  you're  there  and  that  they  should  come 
to  you.  If  there  is  some  way  of  you  saying  to  your  public,  "Please 
come.  I f we  can't  help  you  at  least  we'll  know  that  we  can't,  and 
then  we'll  know  what  we  should  try  to  do  for  you."  This  is  one  of 
tile  problems  that  our  families  don't  understand,  and  we  need  your 
help  to  tell  them  that. 

MORTON:  Another  thing,  there's  a tremendous  referral  service 

that  goes  on  through  the  Social  Security  Administration;  and  many 
times,  when  things  can't  be  done  there,  they  try  to  find  other 
outlets . . . 

GUTHRIE:  Other  resources. 

.MORTON:  Yes. 

ARONSON:  Nancy? 

WEXLER:  Is  there  a disabilities  test  for  the  amount  of  inca- 

pacitation before  you're  eligible  to  qualify? 

MORTON:  Well,  there  are  several  tests.  There's  earnings, 

if  you  want  to. . . 

WEXLER:  I mean,  in  terms  of  the  incapacitation  of  the 

disease . 

MORTON:  Okay.  We  have  what  we  call  a listing  of  impair- 

ments, and  Huntington's  disease  is  mentioned  without  any  other 
qualifying  types  of  conditions.  So,  based  on  that,  if  the  person 
has  Huntington's  disease,  if  it's  medically  determined  that  he 
has  that,  then  he  is  eligible,  based  on  the  severity  of  his 
impairment. 

WEXLER:  Some  people  can  work  for  as  much  as  ten  years  after 

diagnosis,  but  they  may  need  to  be  retrained  in  another  job.  If 
they're  not  eligible  for  vocational  rehabilitation,  they  live  off 
disability. 
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MORTON:  The  Vocational  Rehab,  program  is  supposed  to  balance 

out;  in  effect,  it's  supposed  to  return  funds  that  have  been  used 
in  training.  It  has  been  the  experience,  for  cases  of 
Huntington's  Disease,  that  probably  you're  not  going  to  realize 
a return  in  the  rehabiliation.  So,  it's  like  a number  of  other 
diseases  they  would  rather  not  refer.  Of  course,  individual  cases 
could  be  treated  differently,  based  on  the  merit  of  that  partic- 
ular case;  but,  as  a rule,  they're  not. 

GUTHRIE:  How  can  we  tell  your  people,  how  can  we  get  the 

message  to  them,  that  we  know  that  our  people,  with  help,  could  be 
rehabilitated  to  do  some  other  worthy  work? 

WEXLER:  That's  the  realization  of  we  turn  to  whom? 

GUTHRIE:  That's  right. 

MORTON:  Of  course,  the  focus,  when  it  comes  to  dealing  with 

the  Social  Security  Administration,  really  comes  from  the  top. 

GUTHRIE : You  want  us  to  go  to  the  top? 

MORTON:  No.  I'm  saying  Congressional  committees  and  things 

like  that  that  write  the  law... 

GUTHRIE:  This  is  what  this  report's  going  to  go  to,  so... 

MORTON:  Right.  I know,  for  instance,  that  on  the  renal 

disease  it  was  recognized  as  a type  of  disease  that  should  be 
immediately  put  under  the  Medicare  program.  Now,  if  that  kind  of 
pressure  could  be  applied  for  Huntington's  disease — or  this  kind 
of  awareness,  I should  say,  then  I think  perhaps  the  same  thing 
could  occur  for  it.  The  same  thing  could  happen  also  for  voca- 
tional referrals;  in  other  words,  if  someone  at  that  level  could 
be  made  aware  of  the  need  for  it. 

GUTHRIE:  We'll  be  sure  to  put  what  you've  said  in  our 

report. 

PRATT:  Did  you  say  that  after  24  months  of  Supplemental 

Social  Security  one  became  eligible  for  Medicaid? 
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:iORTON:  Medicaid,  you  are  immediately  eligible  for  that 

under  the  Supplemental  program.  It's  under  the  regular  insured 
proijram  that  you  have  to  wait  24  months. 

PRATT:  Thank  you  for  clearing  that  up. 

ARO^JSON:  Further  questions?  Mr.  Morton,  thank  you  very 

mucii.  Mr.  Brenner. 


TESTIMONY  OF 
V7ALTER  BRENNER 
ALABAMA  CHAPTER 

NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

BldjiJNLR:  Good  morning. 

ARONSON:  Good  morning. 

BRENNER:  My  name  is  Walter  Brenner,  and  I live  in 

Montgomery,  Alabama.  I am  affiliated  with  the  Alabama  Chapter 
of  NHDA.  I'm  here  because  my  children  are  at  risk  with 
Huntington ' s . 

Huntington's  disease  can  only  be  described  as  a "tragedy" 
both  to  the  patient  and  also  to  his  and  her  family.  I married 
Barbara  in  1956.  Barbara's  father  was  ill  with  what  was  thought 
to  have  been  Huntington's  disease,  but  unfortunately  he  died 
before  it  was  definitely  diagnosed.  There  was  no  counseling  given 
to  Barbara  or  her  sister  about  the  disease.  There  was  no  informa- 
tion available  about  family  planning.  Barbara's  mother  discussed 
an  "illness,"  like  diabetes,  heart  disease,  or  any  other  such 
family  illness.  Our  three  sons  were  born  in  the  early  1960 's. 

For  the  first  10  or  12  years  of  our  marriage,  Barbara  was 
described  as  nervous,  and  a poor  "woman"  driver,  and  perhaps  a 
little  scatterbrain.  She  then  slowly  developed  poor  coordination 
and  other  nervous  habits  which  seemed  to  remind  her  of  her  father. 
She  went  to  every  local  doctor  available — both  neurologist  and 
general  medicine.  She  was  in  the  hospital  several  times  for 
thorough  examinations  including  things  like  brain  scans,  spinals 
and  psychological  testing.  All  results  were  negative.  One 
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neurologist  stated  that,  "If  you  do  have  HD,  there  is  nothing 
that  can  be  done,  so  forget  it." 

Things  did  not  get  better.  The  car  accidents  became  more 
numerous.  We  had  our  insurance  cancelled  and  the  expense  became 
enormous.  Barbara  became  to  care  very  litle  for  any  form  of  home 
life.  There  was  constant  arguments  between  her  and  the  children. 

I became  a referee  and  a bodyguard--trying  to  keep  some  form  of 
peace  and  normal  family  life  and  also  trying  to  prevent  any  acci- 
dents due  to  her  driving  or  activities  at  home.  She  became 
obsessed  with  traveling  and  spending  money.  She  once  obligated 
me  to  a $1,000  donation  to  a charitable  group  in  public  without 
even  mentioning  it  to  me. 

About  4 years  ago,  after  discussing  everything  with  Barbara 
and  her  sister,  it  was  decided  that  Barbara  see  a doctor  in 
Houston,  Texas,  where  Barbara's  sister,  Pat,  resides  with  her 
husband  and  family.  We  contacted  Dr.  Arthur  Erricsson  from  the 
Department  of  Neurology  at  Baylor  University  Medical  Center.  He 
determined  after  a short  examination  period  that  she  had  HD. 

The  next  time  period  is  like  a horror  movie.  She  returned  to 
Houston  about  every  45  days  for  examination  and  medication.  Her 
medication  consisted  of  a series  of  experimental  drugs  in  con- 
junction with  tranquilizers.  Nothing  seemed  to  help.  She  became 
depressed  and  extremely  nervous.  Her  jerky  movements  increased 
gradually.  She  started  to  have  restrictions,  such  as  not  driving 
and  anything  that  in  any  way  could  result  in  harm  to  herself  or  to 
others.  She  was  very  capable  of  doing  some  things,  like  putting 
on  makeup,  dressing  herself  and  personal  hygiene.  She  took  some 
college  courses  to  help  occupy  her  time  and  did  rather  well  with 
her  studies. 

On  the  other  hand,  she  did  not  seem  to  care  about  home  life 
and  only  did  things  with  the  children  which  were  pleasant,  like 
attending  ball  games  and  parties . My  time  was  spent  taking  care 
of  the  meals,  laundry,  shopping  and  trying  to  keep  anything  from 
Barbara  that  might  cause  her  to  go  into  hysteria. 

She  soon  came  to  tell  me  that  she  was  tired  of  Montgomery, 
that  it  was  not  a "swinging"  place.  Things  went  from  bad  to 
worse.  She  started  to  travel.  For  one  year  she  shifted  from 
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Houston  to  Atlanta  to  Savannah  and  even  to  San  Francisco.  Barbara 
was  home  about  3 weeks  out  of  a 6-month  span.  She  visited  these 
people,  some  friends,  some  relatives,  completely  unannounced  and 
stayed  until  I was  called  to  do  something  about  it. 

The  problem  became  apparent.  Our  life  as  husband  and  wife 
was  over.  Her  life  as  the  mother  of  our  children  was  over.  As 
she  said,  "I  am  sick  now.  You  raise  the  children."  It  was 
impossible  for  her  to  be  at  home.  But  where  do  you  go?  What  do 
you  do? 

Through  the  HD  office  in  Birmingham,  and  also  the  office  in 
!Jew  York,  I found  that  my  problem  was  one  many  HD  families  had. 

I met  and  talked  with  Marjorie  Guthrie.  The  only  care  facilities 
available  were  psychiatric  centers.  Barbara  lived  at  one  in 
Columbus,  Georgia,  for  30  days.  This  did  not  prove  to  be  satis- 
factory. She  did  get  the  opportunity  to  be  treated  at  the 
National  Institutes  of  Health,  in  Bethesda,  for  a three-month 
period.  The  drugs  that  were  given  her  did  very  little  for  her 
condition . 

Our  personal  relationship  grew  continually  worse.  She  was 
very  depressed  and  refused  to  even  see  me.  Financially,  I had 
no  alternative  but  to  restrict  her  expenses.  In  one  year  I 
estimate  she  spent  over  $3,000  in  airline  tickets  alone  traveling 
from  place  to  place.  She  would  come  home  and  stay  for  24  hours 
and  leave.  No  one  could  convince  her  otherwise.  I had  family 
counseling,  friends,  clergymen  and  psychiatrists  discuss  the 
problems  with  both  of  us. 

Barbara  asked  for  a legal  separation  as  husband  and  wife. 

We  had  virtually  lived  apart  for  a year  and  a half  already.  I 
agreed,  hoping  that  the  bitter  feelings  would  ease  up.  This 
gradually  led  to  the  final  breakup  and  divorce  in  October  of 
1974  . 


We  immediately  began  to  communicate  once  again.  She  fought 
for  her  freedom  and  independence.  She  wanted  to  live  in  San 
Francisco,  New  Orleans,  Washington,  et  cetera.  I fought,  talked 
and  finally  convinced  her  to  live  in  Houston  where  she  could  be 
close  to  her  sister  and  her  family  as  well  as  her  doctors. 
Barbara  still  lives  in  Houston,  sees  her  doctors  regularly  and 
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visits  the  children  and  I from  time  to  time.  Things  went  fairly 
well  for  a time.  She  had  a one-room  efficiency  apartment  close 
to  a large  shopping  center,  which  was  convenient  for  her.  I 
still  manage  her  financial  arrangements  which  have  grown  to  an 
enormous  proportion. 

Some  six  hours  prior  to  writing  this  testimonial,  I received 
a phone  call  from  Barbara's  sister.  She  informs  me  that  the 
doctor  says  her  condition  has  deteriorated.  Her  bank  has  closed 
her  account,  and  now  we  must  make  some  other  financial  arrange- 
ments. The  doctor  also  suggests  that  in  his  opinion  she  should 
not  live  alone  any  longer. 

The  burden  grows.  The  problem  now  is  to  get  someone  to  take 
care  of  Barbara  24  hours  a day  or  commit  her  to  a care  facility. 
The  decision  is  not  an  easy  one  but  must  be  made  at  once. 

I live  alone  with  the  three  boys  and  try  to  maintain  as  much 
a normal  life  as  possible.  They  know  their  mother  is  very  ill. 

I will  soon  have  to  tell  them  the  very  nature  of  HD.  I cannot 
express  in  words  the  hatred  I have  for  this  disease.  The  very 
nature  of  it  seems  to  want  to  destroy  patient  and  family.  I hope 
God  will  give  me  strength  and  wisdom  to  see  a solution  to  the 
problems  of  HD. 


RECOMMENDATIONS 


1.  Research  to  find  proper  medication  to  arrest  or  cure  HD. 

2.  Appropriate  care  facilities  for  HD  patients. 

3.  Counseling  centers  for  HD  families,  and  especially 
children  of  HD  patients. 

4.  Research  to  find  a way  to  determine  if  HD  gene  is  present 
in  children  of  HD  patients. 

5.  An  extensive,  informative  program  to  doctors  in  or  near 
the  neurological  field  of  medicine  to  better  diagnose  HD. 
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6.  Information  to  the  general  public  making  them  aware  of 
what  HD  is,  its  systems,  and  where  further  information 
can  be  received. 


2-473 


Atlanta,  Georgia 


October  21,  1976 


ARONSON:  Thank  you,  Mr.  Brenner.  Marjorie? 

GUTHRIE:  I just  want  to  ask  this  question.  If  you  could, 

today,  pick  out  what  is  the  most  pressing  problem  right  now  for 
you,  number  one,  what  would  you  say  it  is? 

BRENNER:  The  type  of  facility  that  Barbara  would  go  in; 

and,  of  equal  importance,  the  genetic  counseling  program  for  the 
children . 

GUTHRIE:  To  me,  that  is  called  services.  So  that  your 

greatest  concern  then  is  for  services  at  this  moment? 

BRENNER:  Right. 

GUTHRIE:  If  you  had  the  opportunity  to  even  pay  for  the 
services  that  you  want,  you  feel  now — and  I *m  asking  this  for  a 
very  special  reason;  that  there  are  so  many  people  who  think  that 
the  only  thing  we  really  want  is  what  they  call  a cure,  which 
means  research  and  a cure.  I gather  from  what  you're  saying,  no. 
You  want  services  right  now  for  you  and  your  family  today,  as 
your  number  one  priority? 

BRENNER:  That's  what  I feel  is  the  most  pressing  thing  at 

the  moment. 

GUTHRIE:  Yes.  I asked  that  because  I do  agree  with  you, 

and  we're  trying  to  substantiate  that  this  is  what  we  want  to 
tell  our  Congress.  If  you  had  a chance,  that's  what  you'd  tell 
your  Congressman? 

BRENNER:  Right. 

ARONSON:  May  I ask  something  further?  Would  you  also  see 

the  compelling  need  for  a laboratory  test  to  determine  who  at 
risk  is  actually  at  risk? 

BRENNER:  Yes,  in  conjunction  with  some  type  of  counseling 

program  that,  if  the  patient  was  determined  to  be  at  risk — that's 
a very  psychological  blow.  How  do  you  live  with  it  for  20  or  25 
years  and  have  that  on  your  mind  and  go  through  sleepless  nights? 
If  you  know  that  fact  and  aware  of  it,  you  would  not  make  the 
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error  of  having  children  (if  that  was  your  desire) , then  I think 
that's  very  worthwhile.  But  I think  that  the  other  part,  in  con- 
junction with  that,  would  be  absolutely  essential.  You  just 
couldn't  tell  someone  in  the  family,  "You're  going  to  have  it 
20  years  from  now."  That's  a long  time  to  live  with  something 
like  that  on  your  mind. 

ARONSON:  There  are  some  people  who  might  not  distinguish 

between  "you  might  have  it"  and  "you  will  have  it."  They  feel 
that  the  burden  and  the  anxiety  are  roughly  the  same. 

BRENNER:  Right.  If  they  could  be  convinced  of  that  through 

counseling,  then  that  would  be  fine. 

ARONSON:  Dr.  Wexler? 

WEXLER:  I'm  guessing  about  your  wife — I don't  know  her — but 

the  picture  of  someone  traveling  around  the  country  sounds  like  a 
person  who's  very  frightened  and  feels  that  if  she  were  just 
living  in  San  Francisco  or  New  York  or  Washington,  maybe  the 
problem  would  go  away.  I think  a lot  of  times,  when  people  first 
get  diagnosed,  they  decide  to  give  up  their  jobs  and  take  a farm, 
or  whatever.  It  sounds  very  unrealistic,  but  it's  the  expression 
of  somebody  who's  very  scared.  I wonder  if  she  talked  about  how 
she  felt  about  having  HD? 

BRENNER:  She  really  didn't.  Of  course,  we've  had  counseling 

throughout  the  years,  and  as  one  said,  "She's  just  trying  to  live 
it  up.  Whatever  years  are  left  she  wants  to  live  to  the  hilt  and 
enjoy  life  a little  bit";  of  course,  traveling  is  part  of  that, 
with  no  responsibility,  eliminating  the  responsibility  and  just 
having  some  fun. 

GUTHRIE:  She  might  also  be  fighting  for  independence.  We 

don't  know  her. 

BRENNER:  Ihdependence . That's  right. 

WEXLER:  She  didn't  talk  about  it? 

BRENNER:  I think  she  felt  like  she  did  not  want  to  be  a 

burden,  for  one  thing,  and  wanted  to  be  completely  free  as  long 
as  she  possibly  could. 
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ARONSON:  Mr.  Brenner,  thank  you  again  very  much  for  coming 

this  morning.  I'd  like  three  further  individuals:  Azilee  Adams, 

Dr.  Quadfasel,  and  Mr.  Robert  Hill,  if  they're  in  the  audience. 
Ms.  Adams,  would  you  wish  to  begin,  please? 

TESTIMONY  OF 
AZILEE  ADAMS 
ALABAMA  CHAPTER 

NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

ADAMS:  We  recognize  that  our  priorities  must  be  fluid  and 

readily  adaptable  to  change.  As  soon  as  we  attain  one  rung  of 
the  ladder,  we  must  already  be  reaching  for  the  next.  A few 
years  ago  we  were  much  encouraged  to  learn  that  we  were  not 
alone — that  others  did  exist  with  whom  we  could  identify. 

As  we  became  aware  of  the  increased  interest  of  so  many  in 
the  fight  against  Huntington's  disease,  despair  gave  way  to  hope, 
and  with  hope  came  determination.  We  are  determined  to  use  our 
God-given  talents  in  whatever  capacity  we  are  capable.  However, 
we  are  limited  in  what  we  can  accomplish  alone.  For  the  task 
confronting  us,  we  must  have  the  kind  of  assistance  that  can  only 
be  obtained  on  the  national  level  from  the  Federal  Government. 

My  experience  indicates  the  following  to  be  high  on  the  list 
of  immediate  priorities: 

1.  Information  furnished  to  doctors  to  enable  early 
diagnosis . 

2.  Subsidies  provided  for  nursing  homes  to  defray  extra 
cost  of  care  for  Huntington's  patients. 

3.  Basic  research  into  cause  and  prevention. 

I recently  read  that  there  remains  only  seven  known  cases  of 
smallpox  in  the  world  today  and  that  they  are  located  in  three 
remote  Ethiopian  villages.  The  cases  are  in  their  latter  stages 
are  not  believed  contagious.  If  these  assumptions  are  true  and 
there  are  no  other  outbreaks  within  two  years,  the  plague  will  be 
declared  eradicated. 
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Only  seven  years  ago  two  million  people  died  of  smallpox 
infection.  At  that  time,  the  World  Health  Organization  made  a 
decision  to  concentrate  their  efforts  toward  the  elimination  of 
this  disease.  Now,  evidently,  that  has  been  accomplished. 

This  is  an  example  of  the  dramatic  results  that  can  be 
attained  when  enough  dedicated  people  will  cooperate  toward  a 
common  goal. 

We  realize  we  cannot  expect  the  World  Health  Organization 
to  assist  us  with  Huntington's  disease... at  least  at  this  time. 
However,  this  experience  should  be  an  inspiration  to  all  of  us, 
and  at  the  same  time  we  should  realize  that  the  eradication  of 
this  dread  disease  was  not  a miracle.  It  was  the  culmination  of 
dedicated  effort  and  hard  work.  We  must  not  sit  back  and  wait 
for  a miracle.  We  must  give  of  our  energies  and  resources  and 
then  pray  that  God  will  reward  us  for  our  efforts. 
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ARONSON;  Thank  you,  Ms.  Adams.  There  may  some  questions  of 

you. 

GUTHRIE;  I do  have  a question.  I appreciate  what  you're 
saying  so  very  much  since  I am  the  one  who  started  the  work  in 
Huntington's  disease.  We  are  looking  for  all  people  to  work 
together,  and  I think  it  is  very  important  that  people  like  you 
who  say  this  should  do  this.  I think,  therefore,  I must  comment 
that  you  are  one  of  the  people  who  have  withdrawn  from  the 
Committee  to  Combat  Huntington's  Disease  to  start  another 
organization,  and  this  is  not,  from  my  point  of  view--and  I want 
to  make  this  clear--the  way  to  work  together.  I think  it  is  very 
important.  You  are  right. 

I did  go  to  the  V7orld  Health  Organization.  The  World  Health 
Organization  told  me  that  if  I could  get  45  countries  to  recognize 
this  disease  and  do  something  about  it,  they  would  consider  it  a 
world  disease.  We  did  get  seven  countries  already.  Seven's  a 
beginning  for  45.  We  will  get  more  when  more  people  work  together 
and  cooperate  and  give  us  an  opportunity  to  speak  to  our  Congress- 
men, as  we're  doing  here,  together,  not  fractioned.  I think  you 
ought  to  take  that  message  back  to  the  National  Huntington's 
Disease  Association. 

ARONSON;  Dr.  Quadfasel. 

TESTIMONY  OF 
F.  A.  QUADFASEL,  M.D. 

NEUROLOGIST,  RETIRED  CONSULTANT 
GEORGIA  MENTAL  HEALTH  INSTITUTE 

QUADFASEL;  I'm  Dr.  Quadfasel.  I am  a neurologist,  and  was 
associated  with  Dr.  Falek's  program  at  the  Georgia  Mental  Health 
Institute. 

I would  like  to  limit  my  remarks  to  two  connected  aspects; 
one  is  the  wish  of  any  neurologist  to  be  able  to  tell  in  advance 
which  of  the  children  of  a Huntington  parent  is  going  to  develop 
HD.  This  is  a challenging  scientific  problem,  and  I do  not  know 
of  any  objection  to  any  valid  attempt  to  find  a clue  to  demon- 
strate the  hidden  anomaly  that  will  eventually  years  later  lead 
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to  so  severe  a disease  of  the  brain.  Any  reasonable  approach 
from  whatever  direction — by  studying  tremor  or  latent  tremor, 
examining  blood,  spinal  fluid  or  biochemical  changes--is  worthy 
of  financial  support. 

My  second  point  concerns  the  consequence  of  such  research  on 
genetic  counseling.  It  is  now  the  trend  to  inform  the  patient 
with  a family  history  and  beginning  signs  of  HD  and  those  at 
risk,  if  they  ask,  of  the  hereditary  pattern  of  HD,  that  it  does 
not  jump  a generation.  Those  at  risk  are  told  that  their  chances 
are  50-50  for  developing  the  disease,  and  leave  it  to  them  to 
decide  whether  they  will  or  will  not  have  children.  With  this 
attitude  there  is  no  endeavor  to  actually  deter  them  from  having 
children.  By  this  attitude,  advice  is  limited  to  the  problems  for 
the  individual  without  giving  any  consideration  to  the  social 
implications  of  the  disease.  This  will  be  clearer  in  a moment. 

Let  us  assume  we  will  be  able  preclinically  to  tell  who  is 
going  to  develop  HD.  Are  we  still  justified  in  leaving  the  de- 
cision without  guidance  to  the  client  who  has  now  become  a 
patient?  Do  we,  who  know  well  the  consequences  of  HD  on  family 
life  and  (with  an  average  duration  of  17  years)  the  enormous  cost 
to  family,  state  or  government  for  this  disease,  not  have  the 
obligation  to  develop  social  conscience  and  point  out  to  the 
patient  the  fact  that  he  will  be  incapacitated,  that  he  might 
burden  his  child  with  the  same  disease,  and  that  he  will  burden 
the  family,  state  or  government  with  the  cost  of  maintaining  the 
child  in  an  institution?  Obviously,  a person  who  is  told  he  will 
develop  the  disease  cannot  be  acceptable  for  insurance  for  the 
incapacity  resulting  from  this  disease. 

The  times  have  changed,  and  the  awareness  of  unchecked  popu- 
lation growth,  the  acceptance  of  efficient  birth  control  (even 
among  Catholics) , voluntary  sterilization,  and  the  increasing 
tendency  of  women  to  have  their  own  careers  (diminishing  their 
role  as  a mere  childbearer)  all  support  the  possibility  of  re- 
inforcing the  advice  not  to  have  any  children.  One  can  never  wipe 
out  the  disease,  but  one  can  lessen  the  burden  on  some  patients 
and  society. 

It  has  been  my  experience  that  most  counseling  in  this  area 
is  futile  and  patients  follow  their  preconceived  ideas  about 
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marriage  and  having  children.  A more  directive  approach  may  be  a 
more  successful  way  of  answering  the  need  for  actual  advice.  The 
patient  still  has  the  freedom  to  accept  or  reject  the  advice,  as 
he  can  for  any  recommendation  of  his  physician. 

To  develop  guidelines,  it  would  be  most  desirable  to  have 
information  on  the  results  of  counseling.  It  might  be  advisable 
to  collect  data  on  the  results  of  counseling  given  by  those  who 
just  provide  information  and  leave  the  decision  to  the  patient 
and  those  who  use  a directive  approach  of  counseling. 
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AROIISON : Dr.  Quadfasel,  thank  you.  Dr.  Wexler,  questions? 

WCXLLR:  I think,  while  you've  raised  a number  of  interesting 

and  problematic  points,  one  question  that  I have  is,  if  the 
counselor  is  very  directive,  or  the  person  who  comes  for  coun- 
seling feels  (either  because  the  counselor  states  it  explicity  or 
it's  implied  in  the  counseling)  that  the  counselor  feels  strongly 
the  person  at  risk  should  not  procreate,  and  the  person  at  risk 
decides  to  have  children  nonetheless,  that  person  is  not  likely  to 
go  back  to  that  institution,  so  that  the  institution  is  lost  to 
the  family  as  a potential  resource. 

Basically,  what  I'm  saying  is  that  I think  in  a lot  of  HD 
families  it's  very  important  to  build  up  a kind  of  institutional 
transfer  and  for  an  alliance  with  a certain  caring  institution. 

If  there  is  a good  neurologist  there,  or  a good  psychiatrist,  or 
a good  genetic  counselor,  that  the  families  know  that  here's  one 
place  where  they  can  come  for  help.  If  they  have  the  feeling 
that  the  institution  frowns  on  them  for  having  children,  they're 
not  likely  to  go  back  there.  So  that  I wonder  if  one  repercussion 
of  having  very  directive  genetic  counseling  is  that  those  people 
who  decide  to  have  children  will  isolate  themselves,  and  if  the 
disease  later  develops  they'll  run  into  troubles  because  they  won't 
have  any  place  to  turn.  They'll  feel  as  if  they're  criticized  and 
as  if  they  have  betrayed  the  scientific  community. 

QUADFASEL:  If  this  is  done  in  the  proper  way  by  a psychia- 

trist, or  a neurologist,  or  a genetic  counselor  who  has  some 
sense  to  realize  that  such  information  must  be  some  sort  of  a 
shock,  and  that  by  the  simple  fact  that  he  tells  them  or  advises 
them,  he's  not  going  to  do  that  on  the  first  day  that  he  sees 
them;  but,  naturally,  he  should  be  up  in  his  relationship.  Also, 
after  he  has  made  the  decision,  or  the  patient  is  in  some 
quandary, there  has  to  be  continuous  advice  about  it.  This  is  not 
just  a one-shot  affair;  "Now  you  have  this,  so  off  you  go." 

WEXLER:  If  the  patient  does  not  follow  the  counselor's 

advice  (if  the  counselor  advises,  "Don't  have  children,"  and 
the  patient  has  children) , is  the  patient  likely  to  continue  the 
relationship? 

QUADFASEL:  If  the  counselor  has  done  it  in  a proper  way,  yes. 
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GUTHRIE:  I think  what  you're  bringing  out,  which  is 

important.  Dr.  Quadfasel,  and  which  we  believe,  is  that  patients, 
or  at-risk  patients,  if  you  want  to  call  it  that,  need  more  than 
just  a one-time  visit,  in  the  first  place;  and  it's  a long, 
continuing  experience.  That's  why  we're  asking  you,  you  believe, 
then,  that  there  is  a need  for  a long-term  relationship,  in  the 
first  place? 

QUADFASEL:  All  coping  and  all  diagnoses  of  a severe  disease, 

or  death,  or  anything  else,  requires  a little  bit  more  than  a one- 
hour  consultation. 

GUTHRIE:  I'm  going  to  then  ask  you,  how  can  I say  to  the 

Congress  in  our  report  how  we  can  pay  for  that? 

QUADFASEL:  The  pressure  of  paying  for  the  revelation  of  a 

chronic  disease  is  not  limited  to  Huntington's  disease,  but  the 
psychological  impact  of  having  any  severe  disease  requires 
counseling.  V7hether  there  are  counselors  in  hospitals,  as  it  has 
been  proposed,  that  have  more  than  500  patients,  or  how  this  is 
going  to  be  done,  that,  I do  not  know.  But  I suppose  you  have 
more  ideas  about  that  than  I do. 

GUTHRIE:  I don't  have  all  the  ideas;  I have  my  own.  I just 

wanted  to  know  if  you  had  any,  because  we  are  very  concerned 
about  how  can  we  get  help,  as  you  say,  not  just  for  Huntington's, 
but  anybody  who  has  genetic  problems?  What  kind  of  recommenda- 
tions could  you  make? 

QUADFASEL:  I feel  strongly  that  counseling  about  chronic 

diseases  is  in  a very  poor  state  of  affairs  anywhere,  and  that 
counselors  should  not  limit  themselves  to  that  one  disease  alone. 
The  same  problem,  for  instance,  comes  up  in  multiple  sclerosis 
when  there  is  now  also  a man  who  has  a disease  at  the  moment  he 
is  still  able  to  work.  He  may  be  working  for  20  years,  but 
there  is  no  doubt  that  eventually  he  will  deteriorate,  and  that 
there  will  be  again  the  question  of  coping,  what  to  do  at  home, 
and  the  same  problem  of  home  care  that  we've  heard  here  about 
Huntington's  disease  can  equally  apply  to  the  multiple  sclerosis 
patient. 
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There  has  to  be  somebody  who  advises  such  patients  in  the 
hospital.  Who  that  is  going  to  be,  I don't  know.  It  can  be  a 
genetic  counselor  who  extends  his  activity  beyond  Huntington's 
disease,  or  it  can  be  somebody  who,  in  addition  to  his  own 
disease,  can  be  trained  in  genetic  counseling.  But  there  has  to 
be  some  more  additional  training  about  this  area  of  counseling 
and  coping  than  we  have  now. 

GUTHRIE:  I'm  going  to  remember  your  words.  "There  has  to 

be  somebody."  Right?  "There  has  to  be." 

QUADFASEL:  That  might  be  my  personality.  That  is  a little 

bit  more  forceful  than  "It  is  a problem  to  live  in  such  an 
environment. " 

ARONSON:  Dr.  Quadfasel,  thank  you.  Dr.  Patricia  Hartlage, 

from  the  Medical  College  of  Georgia. 

TESTIMONY  OF 

PATRICIA  L.  HARTLAGE,  M.D. 

ASSOCIATE  PROFESSOR  OF 
PEDIATRICS  AND  NEUROLOGY 
MEDICAL  COLLEGE  OF  GEORGIA 

HARTLAGE:  I was  interested  in  the  remarks  that  were  going 

on  about  genetic  counseling.  I almost  wish  we  could  spend  a few 
more  minutes  talking  about  this.  As  a neurologist,  I see  a lot 
of  people  with  hereditary  degenerative  diseases  of  the  nervous 
system,  and  I think  their  problems  are  the  same  as  the  patient 
with  Huntington's  disease.  While  I don't  see  a whole  lot  of 
people  with  Huntington's,  I see  a whole  lot  of  people  who  are  in 
the  same  boat;  their  disease  happens  to  have  another  name:  Tay- 

Sachs  disease,  or  dystonia  musculorum  deformans  or  hereditary 
dysautonomia , but  we're  talking  about  the  same  problems.  So 

everybody,  a neurologist,  has  to  give  some  genetic  advice.  You 
see  hereditary  disease. 

We  know  that  the  inclination  of  a family  who  has  a hered- 
itary disease  is  to  produce  a normal  child.  When  a family  gives 
birth  to  a youngster  with  a birth  defect  of  any  sort,  they  want 
to  go  out  immediately  and  produce  a normal  child,  and  even 
before  they  know  (for  instance,  in  a disease  like  Huntington's) 
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what  the  risk  is.  That's  always  the  major  feeling.  It's 
something  about  us,  as  human  beings,  being  able  to  produce  a 
normal  child. 

I really  respect  the  counselor  who  knows  that  he  has  to  go  a 
little  bit  the  other  way  and  push  the  bad  news  to  that  family,  if 
necessary.  The  family,  on  the  other  hand,  says,  "This  is  some 
kind  of  a genetic  counseling  machine.  How  does  he  know?  He 
doesn't  have  Huntington's  disease?  How  could  he  really  under- 
stand?" What  has  helped  me  in  genetic  counseling  is  to  have  the 
participation  of  persons  who,  themselves,  are  dealing  with  it. 

If  I were  faced  with  the  situation  of  talking  to  a young  couple 
who  might  be  at  risk  for  having  children  with  Huntington's,  I 
think  perhaps  the  thing  most  helpful  would  be  if  I introduced 
them  to  somebody  from  the  Georgia  Chapter  who  had  made  the  deci- 
sion to  have  children  and  somebody  who'd  made  the  decision  not 
to.  I think  they  could  help  in  a way  that  a professional  could 
not.  That  wouldn't  cost  anything. 

When  you  talk  about  cost,  you  talk  about  the  cost  of 
providing  services  for  a person  who's  handicapped  for  a long 
period  of  time.  I think  the  money  saved  there  would  be  more  than 
enough  to  afford  better  genetic  counseling.  I think,  financially, 
it  makes  good  sense  to  do  this  sort  of  thing.  I think  where  the 
money  is  going  to  come  from  is  the  money  that  we  won't  have  to 
spend  in  chronic  nursing  care  for  the  next  generation  and  the 
generation  after  that  with  neurological  diseases. 

I better  spend  the  rest  of  my  time  saying  what  I'm  supposed 
to  say.  The  Medical  College  of  Georgia  has  nine  neurologists, 
and  they  let  me  spend  some  of  their  travel  money  to  come  here  and 
say  that  they  do  care  and  they  are  concerned.  I particularly 
wanted  to  come  to  thank  Mrs.  Guthrie,  because  I became  interested 
in  Huntington's  when  I went  to  a meeting  as  a neurology  resident. 
She  was  there,  and  I went  back  and  told  everybody.  They  said, 

"Oh,  that's  that  lively  little  lady  who  always  has  a booth  at 
all  the  neurology  meetings."  Then  I found  out  that  the  Committee 
had  all  kinds  of  good  information  for  physicians  that  I pass 
out.  I make  copies  and  mail  them  out  when  I get  phone  calls  and 
when  doctors  come  for  continuing  education.  There  is  also  a lot 
of  good  literature  for  families  that  I pass  out,  thanks  to  the 
Committee.  I've  seen  more  interest  and  more  research  in 
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ilun tington ' s disease  since  the  establishment  of  the  Committee 
than  in  all  the  time  that  went  on  before,  and  better  services. 

I gave  you  a piece  of  paper  that  showed  the  results  of  a 
brief  survey  that  I did  at  the  Teaching  Hospital  of  the  Medical 
College  of  Georgia  which  points  out  the  very  poor  job  that  we're 
doing  in  providing  service.  In  order  to  be  as  brief  as  possible, 
and  since  everybody  doesn't  have  a piece  of  paper,  the  major 
conclusions  are  these:  that  Huntington's  disease  is  often 

unrecognized,  even  by  trained  medical  personnel,  including  some 
neurologists.  Once  the  disease  is  recognized,  just  getting  to  a 
neurologist  doesn't  mean  that  you^re  going  to  get  social  and 
vocational  counseling,  genetic  counseling,  and  all  the  services 
that  you  really  need. 

The  majority  of  people  with  Huntington's  disease  are 
probably  not  included  in  any  genetic  registry,  and  don't  even 
know  about  the  Committee  or  about  these  kinds  of  hearing.  Even 
at  a medical  center  an  appreciation  of  the  full  impact  of 
Huntington's  disease  and  an  awareness  of  appropriate  supportive 
services  cannot  be  presumed  to  be  found  even  among  academic 
neurologists . 

I listed  what  I knew  about  services  in  the  state  for 
Huntington's  patients,  and  the  following  suggestions  came  from 
my  cohorts:  We  see  that  the  most  immediate  need  for  our  own 

patients  and  for  other  Huntington's  patients  is  for  an  integrated 
program  of  diagnosis,  follow-up,  and  family  counseling.  We  would 
suggest  that  the  establishment  and  coordination  of  these  programs 
be  supported  financially  by  our  continuing  volunteer  contribu- 
tions, by  the  state,  and  by  the  Federal  Government.  To  have  a 
quality  program  that's  really  sensitive  to  all  the  needs,  most 
of  us  (and  certainly  in  Augusta)  would  need  to  bring  some  people 
in  so  we  don't  keep  on  making  the  same  mistakes,  to  help  us  get 
the  right  kind  of  services  lined  up. 

Treatment  and  prevention  would  be  our  second  concern,  our 
second  goal.  I would  not  think  that  we  will  see  a cure  for 
Huntington's  disease  in  our  lifetimes.  I would  like  to  see 
research  directed  at  the  possibility  of  prenatal  diagnosis, 
because  everyday  there  are  new  diseases  added  to  the  list  of 
hereditary  degenerations  of  the  nervous  system  where  a prenatal 
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diagnosis  can  be  made.  This  is  what  I would  like  to  see  from  the 
research. 

We,  as  professionals,  are  not  very  well  educated  about 
Huntington's  disease.  I think,  regardless  of  what  our  discipline 
is,  that  most  professionals  who  come  in  contact  with  the  family 
just  don't  really  know  enough  about  it.  What  would  help  me, 
because  I have  contact  with  every  student  who  graduates  from  the 
Medical  College  of  Georgia,  would  be  to  have  some  instructional 
materials.  If  I just  had  a movie  of  the  testimony  of  some  of  the 
family  members  who  were  here  today,  I guarantee  you,  every  doctor 
who  graduated  from  the  Medical  College  would  remember  about 
Huntington's  disease,  not  as  a paragraph  in  a textbook,  but  about 
something  that  personally  concerned  him  and  his  patients.  Thank 
you. 


ARONSON:  Thank  you,  Pat. 

GUTHRIE:  May  I just  comment  and  say  thank  you  for  your  good 

words  about  the  work  that  I've  done.  I can  only  tell  you  that  the 
only  limit  that  I've  had  in  being  able  to  send  out  more  material 
and  print  more  material  and  get  to  more  meetings  is  the  limita- 
tion of  funds,  that  our  Committee  is  a very  poor  committee,  by 
comparison.  That's  why  we're  hoping  that  this  Commission,  now 
that  we've  planted  the  seed  that  we  know  that  education  can 
help,  will  perhaps  make  suggestions  that  will  make  it  possible 
for  us  to  go  further  in  our  education. 


I also  wanted  to  ask  you,  you've  mentioned  the  fact  that  you 
don't  think  that  there  will  be  a cure,  per  se.  Then,  you  would 
say  that  the  research  should  be  directed,  as  you  said,  toward 
prenatal  diagnosis.  Would  you  assume  that  there  is  a need  for 
research  in  what  kind  of  services  should  be  offered  to  our 
families  as  well?  After  all,  who's  documented  that? 

HARTLAGE : Is  there  a need  for  research  as  to  what  kind  of 

services? 


GUTHRIE:  I'm  asking  you.  What's  your  opinion? 


HARTLAGE : 
to  survey  what 


Isn't  that  the  purpose  of  these  meetings, 
the  needs  are,  what  is  needed,  and  to  hear 


really, 

from 
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the  people  and  the  professionals?  I think  this  is  a good  forum 
to  do  that.  I think  when  it  comes  to  something  like  how  effective 
is  genetic  counseling,  something  like  that  has  to  be  done  in  a 
different  format,  to  find  out  how  many  children  are  born  in  these 
families  and  follow  families  for  a long  period  of  time. 

GUTHRIE:  Is  genetic  counseling  helping  people  live  a better 

life  or  not?  To  me,  that  is  research,  is  it  not? 

ILARTLAGE : I don't  know.  I don't  know  what  we  can  separate 

out  as  what's  service  and  what's  research. 

WEXLER:  I think  that  perhaps  what  Marjorie  is  referring  to 

is  whether  we're  involved  in  basic  biomedical  research,  or  some 
kind  of  evaluation  of  service  programs  like  treatment  centers,  or 
providing  counseling. 

GUTHRIE:  I think  the  reason  I asked  the  question  is  because 

I feel  that  I've  opened  up  a Pandora's  box,  and  that  a lot  of 
people  have  come  forward  with  the  problems  of  Huntington's.  I 
feel  now  a responsibility  to  offer  something  back  for  the  brave 
people  who  were  able  to  come  forward  and  say  that  they're  a member 
of  an  HD  family.  Not  everybody  can  do  that  publicly.  That's  why 
I appreciate  so  much  those  who  did  come  foirward,  and  I want  to 
give  them  something  back.  To  give  them  something  back  we  need  some 
kind  of  services.  How  do  we  know  if  those  services  that  we're 
giving  back  are  rewarding  enough,  and  I'm  asking  that  question. 
Wouldn't  you  assume  that  we  need  some  kind  of  evaluation  of  that? 

HARTLAGE : Actually,  where  I work  we  have  recently  been 

approved  in  a program  called  the  Comprehensive  Epilepsy  Center. 

This  is  a research-oriented  thing,  but  there's  only  half  of  a 
physician's  salary;  there  are  about  six  people  who  are  vocational 
counselors,  social  workers,  this  sort  of  thing.  Most  of  that 
money  is  going  into  a survey  of  services  for  epileptics  and  the 
needs  of  epileptics  in  the  state.  It's  not  going  into  fancy  new 
EEG  equipment. 

WEXLER:  How  did  that  program  develop?  Who  paid  for  it? 

How  did  it  get  started? 
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HARTLAGE:  That  one  comes  from  taxpayers.  The  reason  that  we 

have  money  to  continue  research  in  epilepsy  comes  from  individuals, 
many  of  whom  have  banded  together  in  the  Epilepsy  Foundation  of 
America.  This  is  how  everything  starts.  Jerry  Lewis,  as  mucn  as  I 
hate  his  jokes,  has  done  more  for  muscular  dystrophy  than  any 
scientist  I know.  It's  because  of  his  telethon  that  we're  having 
all  kinds  of  breakthroughs  in  muscle  disease. 

WEXLER:  Primarily,  though,  EFA  funds  and  private  funds  pay 

for  the  Comprehensive  Epilepsy  Center? 

HARTLAGE:  No,  no.  It's  doing  like  we're  going  to  do: 

rubbing  it  in  the  noses  of  the  Congressmen. 

WEXLER:  Right.  But  is  it  primarily  private  funds  or  state 

funds  that  pays  for  that? 

HARTLAGE : Federal . 

^'TEXLER:  Federal  funds. 

HARTLAGE:  That's  right. 

WEXLER:  Who  makes  the  decision  that  it  goes  into  epilepsy? 

HARTLAGE:  Somebody  at  the  National  Institutes  of  Health. 

GUTHRIE:  I like  what  you're  saying.  I mean,  I feel  this  is 

important  for  us  to  know,  because  our  people  are  also  deserving 
of  this  kind  of  an  approach,  and  that  is  called  research.  That  is 
really  social  research  of  great  importance.  I wanted  to  be  sure 
that  our  people  understand  that  we're  going  to  fight  for  this  as 
well  as  for  the  basic  biomedical  research. 

I also  like  what  you  said,  and  I was  going  to  comment  that 
I think  it's  so  important  for  us  to  learn  that  Huntington's  is 
just  one  of  several  very  similar  genetic  neurological  disorders, 
and  that  research  in  one  will  be  good  for  all.  I appreciate 
your  saying  that. 

WEXLER:  Did  you  have  in  your  training  any  courses  on  provid- 

ing genetic  counseling  in  the  course  of  your  neurology  training? 
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HARTLAGE:  I did  not. 

A ROES  ON  : Dr.  Ilartlage — which  reminds  me  of  a question--fol- 

lowing  your  visit  with  Mrs.  Guthrie  at  that  meeting,  the  American 
Academy  of  Neurology,  did  you  change  in  any  way  the  required 
curriculum  of  your  medical  students  at  the  Medical  College  of 
Georgia  to  bring  to  their  attention,  or  to  make  them  more  sensi- 
tive to  ilD  or  companion  diseases  similar  to  it? 

HARTLAGE:  I have  not,  as  yet.  I don't  think  that's  changed 

our  approach  in  talking  about  hereditary  diseases  or  about 
Huntington ' s . 

ARONSON:  Might  it  not  make  them  better  physicians  if  they 
had  some  experience,  not  so  much  with  the  neurochemistry  of 
Huntington's  disease,  but  the  human  chemistry  of  the  disease? 

HARTLAGE:  They  get  a good  exposure  to  some  other  problems, 

because  I have  a lot  of  families  who  have  other  diseases  who  come 
in  there  personally  and  talk  to  a group  of  200  strange  medical 
students.  These  families  come  in  and  talk  like  the  people  here 
today  did,  but  I don't  have  anybody  in  the  Augusta  area  who  would 
come  in  as  a Huntington's  patient. 

GUTHRIE:  Invite  me.  I'll  come. 

HARTLAGE:  I'll  invite  you,  and  I'll  invite  somebody  from 

the  Georgia  Chapter.  Yes,  that's  what's  missing.  I can  only  do 
so  much.  I'm  not  personally  involved.  That  just  won't  make  the 
impact  as  somebody  who's  a family  member,  and  that's  how  we  have 
to  do  the  education.  A million  dollars  worth  of  fancy  books  with 
color  picures  is  not  going  to  do  it.  It  really  takes  the  personal 
contact. 

ARONSON:  You're  full-time  in  the  Department  of  Neurology, 

then,  I gather? 

HARTLAGE:  Yes,  The  official  policy  of  our  institution  is 

what's  written  on  the  paper.  Anything  else  is  my  own  remarks. 

ARONSON:  Thank  you  very  much.  I understand  that  Ms.  Ann 

Ferguson  is  in  the  audience  now.  Ms.  Ferguson?  Thank  you  for 
being  with  us  this  morning. 
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TESTIMONY  OF 
ANN  R.  FERGUSON,  M.S.W. 

FERGUSON:  Until  one  year  ago,  when  I began  working  as  the 

new  social  worker  in  a nursing  home,  I had  never  heard  of 
Huntington's  disease.  One  of  the  patients  had  HD,  however,  so  I 
soon  became  interested  in  this  disease.  Reola,  the  patient,  was 
forty-seven,  but  she  looked  like  a teenager  to  me.  She  was  so 
youthful  compared  to  the  other  patients.  Her  strange  movements 
and  unbalanced  gait  made  it  clear  why  she  was  in  the  nursing 
home,  but  I wanted  to  learn  more  about  her.  Over  the  past  year 
I have  come  to  learn  many  things  about  Huntington's  disease  and 
the  tragic  but  fascinating  aspects  of  this  one  case  in  particular. 
Reola 's  case  history  is  what  I would  like  to  relate  to  you  now. 

Reola  was  born  in  Sulligent,  Alabama,  and  had  one  younger 
sister.  Her  parents  were  divorced  shortly  after  the  girls  were 
born.  Her  mother  remarried  and  the  girls  stayed  with  her  and 
their  stepfather.  The  family  lost  contact  with  the  girls'  real 
father. 

Reola  apparently  had  a normal  childhood.  She  went  to  college 
at  the  University  of  Alabama  where  she  was  a secretarial  major. 

She  went  to  school  three  and  a half  years  but  did  not  graduate. 

She  met  her  husband  there,  and  they  decided  to  get  married.  Reola 
was  twenty -one  years  old. 

Reola 's  husband  had  a prominent  job  in  public  relations,  and 
they  traveled  around  and  lived  in  several  different  places.  They 
wanted  to  have  children,  but  their  daughter  was  not  born  until 
they  had  been  married  ten  years.  Reola  was  thirty-one.  They  had 
two  more  sons. 

The  family  was  living  in  Oklahoma  City  when  Reola 's  behavior 
started  changing  slightly.  She  began  bumping  into  objects  and 
dropping  things  without  explanation.  Her  husband  did  not  know 
what  was  wrong  with  her.  It  was  very  depressing  as  well  as  ag- 
gravating to  him  since  his  job  required  a great  deal  of  enter- 
taining and  his  wife  was  not  capable  of  handling  herself. 

During  this  same  time,  Reola 's  sister  began  showing  the  same 
symptoms.  Her  mother  took  her  to  several  different  doctors.  It 
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was  very  difficult  to  diagnose,  but  finally  one  doctor  said  she 
had  Huntington's  disease.  Since  this  is  a hereditary  disease  and 
her  mother  did  not  have  it,  her  mother  attempted  to  get  back  in 
touch  with  her  first  husband,  the  girls'  father,  whom  she  had  not 
seen  or  heard  from  since  their  divorce  nearly  forty  years  pre- 
viously. She  was  able  to  locate  his  relatives,  and  they  were  able 
to  confirm  that  he  had  contracted  Huntington's  disease  and  had 
already  died  from  it.  She  had  never  known. 

The  girls'  mother  then  sent  a letter  to  Reola's  husband 
explaining  what  had  happened  and  what  was  wrong  with  Reola . 

Reola  intercepted  this  letter,  read  it,  and  in  that  manner 
learned  her  fate.  She  never  let  her  husband  see  the  letter  or 
told  him  about  it,  and  she  cut  off  all  communication  with  her 
mother.  She  denied  her  illness  from  the  very  first. 

At  this  time  one  of  the  relatives  of  Reola's  husband  moved 
the  family  back  to  Georgia.  She  would  not  accept  help  from  any- 
one. She  had  three  children;  they  were  almost  teenagers  at  that 
time.  She  tried  to  keep  her  home  and  keep  her  children  by  her- 
self, and  she  just  couldn't  do  it.  Finally,  the  Department  of 
Family-Children's  Services  had  to  be  brought  in  to  investigate 
the  case,  the  children  were  declared  foster  children,  and  she 
was  admitted  to  Central  State  Hospital,  which  is  our  mental 
institution  here  in  Georgia. 

I think  the  courts  must  have  been  aware  of  what  her  diagnosis 
was  at  the  time,  but  I really  don't  know  for  sure.  From  the 
information  we  got  from  Central  State,  when  she  was  admitted 
there  was  nothing  on  her  diagnosis  that  said  Huntington's.  A 
month  later  it  was  on  there,  so  that's  not  clear  to  me. 

At  this  time  her  children  were  in  three  separate  places. 

She  had  one  daughter  living  with  one  set  of  relatives,  and  the 
youngest  son  living  with  another  set.  The  middle  son,  which  is 
just  amazing  to  me  and  very  encouraging,  had  a schoolteacher  who 
took  an  interest  in  his  case.  It  wasn't  even  his  pupil,  but  he 
was  just  at  the  same  school.  He  saw  what  was  happening  to  this 
boy.  You  can  imagine  the  effects.  His  father  had  killed  himself 
and  his  mother  was  now  in  Central  State.  The  teacher  took  an 
interest  in  him  enough  to  become  his  legal  guardian.  The  boy 
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went  to  live  with  the  schoolteacher,  and  the  teacher  wasn't  even 
married.  This  teacher,  to  help  Reola ' s son,  became  Reola's 
legal  guardian  also.  From  what  I understand,  according  to  Georgia 
law,  an  out-of-state  person  can't  be  a guardian:  her  mother  (who 

lived  in  Ohio)  couldn't  be  the  guardian,  so  this  teacher  became 
her  guardian;  had  to  go  through  a lot  of  legal  proceedings  to  try 
to  get  her  out  of  Central  State.  After  about  five  months  she  was 
transferred  to  our  nursing  home.  So  that's  the  experience  that 
I've  had  with  a Huntington's  patient.  For  that  to  happen  to  one 
person  and  one  family  was  just  incredible  to  me. 

Right  now,  from  what  I understand,  it's  been  about  six  years 
or  so  since  she  started  showing  the  symptoms.  She's  been  in  our 
nursing  home  about  two  years.  She  hasn't  progressed  as  much  as 
what  I've  read  about  that  patients  will  progress  to.  She's  still 
able  to  walk  and  carry  on  a conversation.  She  maintains  her  own 
routine.  She's  real  independent.  She's  getting  to  the  point 
where  she  is  shaky  and  she  needs  to  be  watched,  like  when  she 
takes  a shower,  and  this  kind  of  thing.  But  she  tries  to  keep 
her  own  routine.  She  has  a boy  friend  at  the  nursing  home,  which 
occupies  most  of  her  time. 

She  does  become  unreasonable,  and  that's  when  it  becomes 
difficult  for  us  to  deal  with  her,  because  she  can't  be  reasoned 
with  like  you  or  I could.  She's  called  the  police  to  the  nursing 
home  before.  She  went  through  a month 's-long  period  where  she 
tried  to  see — call  one  doctor  after  another.  She  said  she 
thought  she  had  cancer  and  we  were  not  treating  her  right  because 
we  wouldn't  keep  taking  her  to  one  doctor  after  another.  But 
overall,  right  now  in  the  nursing  home  we  are  able  to  take  care 
or  handle  her  needs.  If  her  disease  progresses  more,  then  she 
would  have  to  be  transferred  to  a skilled  nursing  home. 


I've  corresponded  some  with  her  mother.  Her  mother's 
keeping  her  sister  at  home,  and  her  sister's  progressed  more  than 
Reola.  I've  suggested  to  her  in  my  letters  to  her  that  she  start 
checking  into  a nursing  home  for  her  sister  because  she  sounds 
like  she's  becoming  very  hard  to  handle  at  home.  Like  I said, 
that's  my  experience  with  a Huntington's  patient. 
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My  main  concern  and  my  opinion  as  far  as  funding  would  be 
to  continue  and  to  enlarge  the  information  and  the  educational 
program  through  research,  but  also  through  chapter  organizations 
of  the  Committee  to  Combat  Huntington's  Disease.  I heard  a spot 
on  the  radio  about  this  Committee.  I had  never  heard  of  them 
before,  and  I wrote  to  them.  Mason  Thompson  sent  me  all  this 
information,  and  then  we  called  him  and  asked  him  to  come  to  the 
nursing  home  for  an  in-service  program.  He  was  glad  to  come,  and 
brought  Dr.  Falek  v;ith  him.  They  did  an  in-service  for  us,  which 
was  very  helpful.  Since  that  time,  they've  sent  us  more  informa- 
tion, and  this  has  helped  us.  Some  of  the  literature  that  they 
gave  to  me  I sent  on  to  Reola's  mother  and  her  guardian.  The 
guardian  is  in  touch  with  her  three  children.  The  children,  I 
believe  the  two  oldest  ones  have  talked  to  Dr.  Falek  about  the 
disease,  what  to  expect,  and  this  kind  of  thing.  I think  that's 
so  important. 

Her  mother  does  not  exactly  understand,  I don't  think, 
because  she'll  write  to  me  and  say,  oh  yes,  she  wants  the  children 
sterilized.  But  that's  not  what  I would  like  to  see  from  this. 

I'd  like  to  see  that  anybody  affected  (with  a family)  could  get 
all  the  information  that's  possible  so  that  they  could  decide  for 
themselves.  But  I think  the  information  is  necessary  to  get  to 
them.  I see  this  through  more  research,  through  genetic  and 
family  counseling,  and  through  more  organized  chapters. 
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ARONSON:  Ms.  Ferguson,  thank  you  very  much  for  being  with 

us.  I see  that  Dr.  Herbert  Karp  is  with  us.  Dr.  Karp  is 
Professor  of  Neurology  at  Emory.  Dr.  Karp,  would  you  join  us 
up  here?  Good  morning. 


TESTIMONY  OF 
HERBERT  KARP,  M.D. 

PROFESSOR  OF  NEUROLOGY 
EMORY  UInIIVERSITY 

KARP:  Thank  you.  Dr.  Aronson.  Unfortunately,  I've  not  been 

able  to  hear  some  of  the  other  comments  that  have  been  made.  But 
let  me  sort  of  establish  my  own  credentials.  Other  than  being  a 
professor  of  neurology  (which  would  identify  me,  hopefully,  as  a 
teacher),  the  other  aspects  of  my... 

...like  to  declare  now,  first  of  all,  as  a physician, 
seeing  a limited  number  of  patients  with  Huntington's  disease, 
each  of  them,  of  course,  in  themselves  a problem,  and  often  a 
tremendous  problem,  but  relatively  few  patients,  so  that  I don't 
have  an  overriding  personal  interest  in  Huntington's  disease 
from  the  standpoint  of  the  quantity  of  patients  that  I see. 

The  third  aspect  of  my  own  credentials  is  as  a member  of 
previous  commissions  such  as  this  (primarily,  I think  the  grand- 
father of  all  such  commissions — to  give  you  some  idea  of  how  long 
in  the  past  that's  been — the  Surgeon  General's  Advisory  Committee 
on  the  Epilepsies;  and  also  being  a member  of  professional  ad- 
visory boards  for  organizations  analogous  to  this  one,  namely,  the 
MS  Society  and  the  Epilepsy  Foundation  of  America) . 

So,  with  this  as  background,  let  me  make  a few  suggestions, 
if  I may.  Dr.  Aronson.  First  of  all,  things  that  I would  like  to 
see  in  the  way  of  effort  directed  specifically  at  Huntington's 
disease:  One — and  I think,  as  far  as  I'm  concerned,  the  one  of 

most  immediate  urgent  need — is  intensive,  well-directed  profes- 
sional education,  professional  education  in  the  form  of  sponsored 
high-level  symposia,  or  a symposium,  resulting  in  a similarly 
high-quality  publication,  the  kind  of  activity  that  the  National 
Institutes  of  Health  frequently  supports,  and  supports  very,  very 
effectively. 
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An  example  of  this,  from  my  own  past  experience,  two  such 
symiXDsia  resulting  from  the  activities  of  the  Advisory  Committee 
on  the  Epilepsies:  one  on  basic  mechanisms  of  epilepsy;  the  other 

one  on  the  pharmacology  of  the  treatment  of  seizures,  both  of 
which  were  what  I would  hope  would  come  out  of  such  types  of 
meetings  in  relationship  to  Huntington's,  which  would  be  a precise, 
expert  exposition  of  the  present  state  of  our  knowledge;  and, 
even  more  importantly,  an  equally  expert  presentation  of  desid- 
erata in  basic  research  and  in  clinical  services. 

That,  for  purposes  of  the  discussion,  i would  propose  would-be 
the  only  thing  that  I see  as  an  immediate  need  directly  related 
specifically  to  Huntington's.  I state  this  because  I think  the 
next  thing  that  I would  like  to  suggest  is  that  the  efforts  of 
this  Commission  and  the  related  organizations  and  people  with  an 
interest  in  Huntington's  be  channeled  to  the  support  of  general, 
basic  and  clinical  research  in  neurologic  diseases,  and,  equally 
important,  too,  basic  research  training. 

I mention  this,  drawing  on  the  little  experience  that  I have 
in  commissions  of  this  type;  and  that  is,  the  danger  of  being 
lured  into  espousing  your  own  particular  interests  at  the  expense 
of  losing  sight  of  the  total  research  effort  and,  of  course,  as 
I pointed  out,  specifics  in  relationship  to  education.  The 
answer  to  Huntington's  disease  may  well  come  from  someone's 
laboratory  basically  supported  for  activities  in  neurochemistry, 
that  support  having  been  given  at  a time  when  this  particular 
disease  process  might  not  have  been  at  all  in  the  mind  of  the 
investigator. 

So  I think  all  of  us  (including  the  MS  Society,  including 
the  Parkinson  Foundation,  including  the  Epilepsy  Foundation  of 
America)  have  to  pull  a little  bit  more  closer  together  than  we 
are  now  in  support  of  the  overall  activities  of  basic  research 
and  research  training.  These  are  areas  where  we're  dangerously 
close  to  losing  an  effective  voice  because  of  our  tendency  to 
fragment. 

A final  word,  unsolicited  advice  (again  on  the  basis  of  my 
past  experience — and  I'm  not  casting  myself  in  the  role  of  senior 
citizen  or  anybody  endowed  with  any  particular  wisdom)  and  that 
is,  be  patient.  The  first  Commission  on  the  Epilepsies  resulted 
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in  lengthy  periods  of  deliberation  and  writing  and  rewriting. 

Quite  frankly,  we  never  knew  where  our  efforts  went,  and  we  never 
saw  the  reports;  we  never  saw  any  evidence  that  they  had  been 
received  or  acted  on  until  recently.  Lo  and  behold,  there  is  some 
evidence  now  that  perhaps  some  of  our  words  10  or  15  years  ago 
were  effective  in  the  evolution  and  support  of  clinical  centers 
for  the  patient  with  epilepsy  throughout  the  United  States.  Those 
are  my  overall  comments.  Dr.  Aronson. 

ARONSON:  Dr.  Karp,  thank  you.  I asked  a colleague  of  yours 

who  teaches  neurology  at  your  corntpanion  medical  school,  namely,  the 
Medical  College  of  Georgia,  to  what  extent  is  Huntington's  disease 
brought  up  in  the  formal  curriculum  for  neurology  at  Emory? 

KARP:  As  part  of  a one-half  day  discussion  of  movement 

disorders  (as  a prominent  part  in  this  one-half  day  discussion) 
in  which  movement  disorders  are  presented  as  an  entity,  and  then 
Huntington's,  Parkinson's,  of  course,  and  others,  as  examples  of 
clinical  pathologic  correlation.  Dr.  Aronson;  and  then  again  in  a 
similar  discussion  on  dementia.  In  pathology,  as  you'll  hear  later 
on  from  Dr.  Takei,  it  is , I would  assume,  part  of  one  lecture  on 
the  pathology  of  diseases  of  the  basal  ganglia.  I cannot  speak 
for  Dr.  Elsis  in  the  genetics  program..  I'm  sure  it  does  enter 
into  his  curriculum. 

ARONSON:  I was  concerned  equally  with  the  human  dimensions 

of  the  disease,  that  the  physicians  of  the  next  generation  indeed 
understand  and  perhaps  become  more  sensitive  to  the  full  dimen- 
sions of  this  disorder  and  disorders  similar  to  it. 

KARP:  This  is  touched  on  not  as  effectively  as  it  could  be, 

I'm  sure,  in  the  one-half  day  clinical  discussion  we  give.  I 
don't  know  what  is  done  in  the  human  genetics  course. 

ARONSON:  I'm  very  grateful  for  your  coming.  Dr.  Karp. 

Thank  you  very  much. 

KARP:  Thank  you  for  asking  me. 

ARONSON:  If  we  could  jump,  perhaps,  to  some  of  those  who 
are  scheduled  for  the  afternoon  meeting,  but  who  are  here,  I 
understand  that  Ms.  Polly  Dobbins  is  in  the  audience. 

Ms.  Dobbins,  if  you  will  tell  us  where  you're  from. 
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TESTIMONY  OF 
POLLY  DOBBINS 
PRESIDENT 
ALABAMA  CHAPTER 

NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

DOBBINS:  I am  from  Birmingham.  I am  the  President  of  the 

Alabama  ChatJter  of  the  National  Huntington's  Disease  Association. 
I have  a few  remarks . 

I was  highly  insulted  by  Chairman  Marjorie  Guthrie's  attack 
upon  Azilee  Adams  and  our  organization  in  earlier  testimony  this 
nxjrning.  I tnink  she  is  highly  presumptuous  to  use  her  office, 
as  Chairman  of  this  Commission,  to  formulate  attacks  upon 
individuals  who  have  the  freedom  to  join  and  belong  to  any 
volunteer  organization.  I intend  to  write  to  Dr.  David  Matthews 
with  a complaint  in  this  regard. 

GUTHRIE:  May  I just  say  I wasn't  attacking.  She  made  the 

suggestion  that  we  should  all  work  together,  and  I agreed 
wholeheartedly . 

DOBBINS : Will  you  repeat  what  you  said  this  morning  for  the 

benefit  of  the  people  who  have  come  in  and  who  did  not  hear  it? 

GUTHRIE:  I was  very  pleased  to  hear  her  say  that  she 

believed  that  we  should  all  work  together,  and  that  she  felt 
very  strongly  about  this.  This  was  the  basis  of  her  testimony, 
and  I agreed  wholeheartedly  that  this  is  what  we  should  be 
doing,  because  I think  we  are  more  effective  if  we  all  work 
together. 

DOBBINS:  You  didn't  agree.  You  said  you  were  very 

displeased,  and  you  said  that  you  did  not  think  that  she  was 
being  true  to  her  speech,  and  that  she  came  here  and  talked 
about  being  together,  and  then  the  National  Huntington's  Disease 
Association  resigned  from  CCHD. 

GUTHRIE;  Yes;  that's  correct. 

DOBBINS;  You  said  more  than  that  you  were  in  agreement  with 
anything  that  she  said. 
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GUTHRIE:  Well,  I do  mean  to  say  that  I do  agree.  I felt 

that  what  her  testimony  said  was  absolutely  right. 

DOBBINS:  But  you're  displeased  with  the  organization  of  the 

National  Huntington's  Disease  Association. 

GUTHRIE;  No.  I'm  only... 

ARONSON:  May  I intervene?  I think  it  would  be  more 
productive  if  each  of  us  suggested  what  we  can  do  for  the  future. 

DOBBINS:  Well,  in  the  morning,  in  the  earlier  proceedings, 

the  majority  of  the  people  in  this  auditorium  were  from  the 
National  Huntington's  Disease  Association.  If  we  did  not  feel 
the  importance  of  working  together,  we  would  not  be  here  this 
morning . 

GUTHRIE:  I wish  to  go  on  record  as  saying  I was  very 

pleased  with  her  testimony.  I thought  her  testimony  was  very 


good. 

DOBBINS : 

I want  to  go  on  record  as  saying  I was  insulted. 

GUTHRIE: 

I'm  sorry.  I didn't  mean... 

DOBBINS : 

I'd  like  to  have  a public  apology. 

GUTHRIE:  I most  certainly  would  apologize,  because  that  was 

not  my  intent.  My  intent  was  to  tell  her  how  pleased  I am  that 
she  was  here,  and  that  all  those  who  are  here  representing 
Huntington's  disease  families  should  be  commended  for  coming 
forward. 


DOBBINS : 

We  came  some  distance. 

GUTHRIE: 

I appreciate  that. 

DOBBINS : 
attack . 

We  are  just  very  heartbroken  to  have  this  public 

GUTHRIE : 

I do  make  a public  apology. 
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PRATT:  May  I just  speak  up  one  minute?  I represent  the 

Huntington's  Chorea  Foundation,  which  is  totally  concerned  with 
research,  so  we're  not  in  any  dispute  with  anybody.  I do  feel 
that  we  all  need  to  just — we  do  all  push  together,  and  I think 
each  one  of  us  here  feels  that.  So,  we'd  love  to  hear  your 
suggestions  of  what  we  can  do  as  a Commission.  Thank  you. 

DODBIIIS : Great.  Good.  When  I came,  that's  what  I came  in, 

in  unity  and  the  feeling  of  goodwill;  and  then,  the  first  thing 
I hear  is  an  attack  against  my  organization  from  Mrs.  Guthrie. 

PRATT:  Could  we  go  ahead,  please. 

DOBBINS:  I am  at  risk  myself  for  H.D.  as  my  mother  had 

it  as  well  as  my  aunt  (Grace  Frink)  and  two  of  my  uncles.  I 
have  two  older  sisters  who  we  think  do  not  have  it  yet  and  one 
younger  one.  We  all  know  we  stand  a 50~50  chance  of  getting 
H.D.  and — the  worst  thing — possibly  passing  it  on  to  our 
children . 

I have  two  children,  ages  seven  and  eleven.  My  sister, 

Joyce,  has  four  children,  ages  12,  16,  19  and  22.  My  sister 
that  lives  in  Huntsville,  Mrs.  Ralph  Freeman,  has  one  daughter 
who  is  20.  My  younger  sister,  Mrs.  Marilyn  Todd,  has  no  children 
as  yet  as  she  is  divorced. 

My  grandfather  is  the  only  one  older  family  members  remember 
having  it,  only  they  called  it  St.  Vitus'  dance.  They  told  me 
they  used  to  have  to  chloroform  him  in  his  bed  at  night  to 
restrain  him  he  had  such  vigorous  chorea-type  movements.  They 
thought  it  had  been  caused  by  a fall . But  they  say  he  could  not 
walk  upright.  He  was  born  in  1876  and  died  in  1928,  leaving  a 
wife  and  8 children  at  risk  for  Huntington's  disease. 

The  family  never  really  talked  about  my  grandfather's  problem, 
and  I don't  suppose  anything  much  was  known  about  it  in  the  medi- 
cal field.  The  next  time  it  came  up  was  when  my  mother  heard  her 
brother,  Herbert  Frink,  Jr.,  had  the  disease.  But  he  had  been  in 
WW  II  and  died  with  HD  in  a VA  hospital  in  1951  in  Iowa. 
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Before  Herbert  died  with  HD,  John  Frink,  another  uncle,  had 
it  and  died  in  1950  in  a VA  hospital  in  Tuscaloosa,  Alabama. 

The  family  talked  about  these  two  brothers,  but  there  was 
still  no  accurate  diagnosis.  They  could,  in  reality,  tell  my 
grandmother  nothing  of  what  my  uncles  had  wrong  with  them. 
Neurology  was  still  a very  small  field  at  that  time  and  there 
weren't  many  in  the  State  of  Alabama. 

Meanwhile,  that  meant  two  down  and  six  to  go.  I'm  sure  all 
family  members  were  apprehensive  about  JUST  WHAT  WAS  THIS  CURSE 
our  family  seemed  to  suffer  under? 

My  aunt,  Grace  Frink,  developed  HD  symptoms  in  her  late 
30's-early  40 's,  and  finally  we  did  have  a name  for  this  problem 
as  her  doctor  said  she  had  Huntington's  disease.  We  surely  had 
never  heard  of  anything  like  it  and  thought  we  must  be  the  only 
family  in  the  state  with  a disease  like  this  in  our  family.  It 
was  just  freaky.  She  looked  terrible.  Through  it  all  she  con- 
tinued to  walk  in  that  terrible,  disjointed  fashion  to  her  church 
every  Sunday.  She  could  not  work,  though,  and  my  Uncle  Bill 
applied  to  Social  Security  for  her  to  receive  Aid  to  the  Disabled, 
and  she  did  get  this  as  her  sole  source  of  income.  Her  son, 
meanwhile,  got  into  trouble  with  the  law  by  stealing  an  automobile 
because  he  had  no  parental  supervision.  He  could  not  bear  to  see 
his  mother  so  bad  off,  so  he  left  Birmingham  and  went  to  Chicago. 
He  is  still  living  there  and  is  at  risk,  along  with  his  two 
children.  Aunt  Grace  strangled  to  death  in  Ketona,  the  county 
nursing  home,  when  she  was  44  years  old. 

Meanwhile,  my  own  mother  developed  a devastating  disease  in 
her  late  30 's  and  early  40 's.  Her  doctors  at  Lloyd-Nolen  Hospital 
in  1960  said  she  had  Marie's  ataxia,  a neurological  complaint  that 
is  progressive,  irrevocable  and  inherited.  ("Mary  Miracle.")  So 
here  the  family  went  into  two  different  paths  because  some  had 
the  Huntington's  disease  diagnosis  and  the  other  had  Marie's 
ataxia.  Whatever  name  you  give  it,  IT  WAS  HELL.  My  Aunt  Grace 
was  lucky  in  that  she  died  within  5 or  6 years  of  having  it.  My 
mother  was  not  so  lucky  and  lived  20  years,  disabled  enough  to 
warrant  AID  from  Social  Security.  In  an  HD  family  there  is 
always  something  going  on,  some  hardship  or  emergency  to  face 
with  the  patient  and  the  family. 
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It  affected  me  in  that  the  young  men  I dated  thought  my 
mother  was  crazy.  That's  public  opinion  for  you.  People  in  our 
small  community  wasted  no  small  amount  of  time  gossiping  about 
"Mary  Miracle"  and  the  queer  way  she  looks,  talks  and  walks.  She 
would  faint  and  fall  out  when  she  would  ride  buses  downtown 
shopping,  and  we  never  knew  when  we  might  get  a call  from  a local 
merchant.  One  man  in  the  community  backed  his  car  into  her  be- 
cause she  walked  behind  him.  She  got  worse  and  worse  and  began 
falling.  One  summer,  for  3 months  she  had  a cast  on  up  to  her 
hip  because  she  broke  a bone  in  her  ankle  in  the  back  yard.  She 
had  to  be  put  in  a nursing  home  because  there  was  no  way  we  could 
care  for  her.  Meanwhile,  my  younger  sister  was  growing  up  with- 
out adequate  adult  supervision.  She  got  into  one  serious  shop- 
lifting episode  when  she  was  about  sixteen.  The  only  thing  the 
doctors  did  for  mother  was  prescribe  Equanil  tranquilizers. 

It  took  quite  a lot  from  my  older  sisters  and  I to  keep  the 
family  up  and  together.  One  sister  took  the  responsibility  of 
her  check  and  kept  the  records  required  by  the  authorities.  She 
would  buy  groceries  with  this  money.  We  had  to  take  turns  going 
out  to  the  house  because  she  got  to  where  she  could  not  cook  or 
use  the  stove  very  much.  We  would  make  up  sandwiches  or  TV 
dinners,  things  she  could  pick  up  with  her  hands.  Her  chorea 
movement  was  so  bad  she  constantly  spilled  everything.  It  was 
hard  to  keep  her  in  clean  clothing.  She  could  not  bathe  alone, 
and  we  each  had  to  help  her  do  this.  She  could  not  clean  the 
house,  although  she  continued  to  try;  but  in  reality  we  did  this. 
All  of  this  brought  a lot  of  pressure  upon  us  and  our  families  as 
we  had  young  children  and  husbands  and  homes  of  our  own  to  keep 
up.  I can  remember  these  years  as  greatly  shadowed  and  really 
just  an  overwhelming  burden  to  bear.  AND  IT  DID  NOT  STOP.  It 
went  on  for  years  until  finally,  in  1969,  we  placed  her  in  a 
nursing  home.  Then,  though  she  received  some  coverage  for  these 
costs  from  AID,  we  still  had  to  pay  an  extra  amount  every  month, 
including  some  drug  bills.  I personally  could  not  have  made  it 
without  strong  Christian  beliefs. 

My  younger  sister,  Marilyn,  who  is  25  now,  married  at  age  17 
to  escape  this  disintegrating  homelife.  Then  in  a couple  of  years 
she  was  divorced.  I married  a man  20  years  my  senior  because  he 
had  compassion  for  my  invalid  mother.  My  two  older  sisters 
married  men  their  ages  and  are  still  married.  One  is  going 
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through  some  real  problems  with  her  nerves  at  the  present  time. 

Her  husband  has  told  her  she  has  Huntington's  disease,  although 
her  doctor  tells  her  she  checks  out  O.K.  This  is  an  example  of 
some  of  the  cruelty  suffered  by  members  within  an  HD  family. 

I 'm  sure  being  married  to  an  invalid  partly  contributed  to 
my  father's  alcoholism  as  well  as  my  younger  sister's  delin- 
quency, my  marriage  to  a much  older  man.  It  became  a great 
struggle  to  keep  the  family  afloat.  Financially  speaking,  it  was 
a struggle,  because  to  have  hired  the  proper  care  for  mother  would 
have  been  quite  costly.  She  truly  needed  a visiting  nurse  daily 
to  be  sure  she  took  her  medicine  in  proper  dosage.  She  needed 
someone  to  help  cook  and  clean  her  house  and  to  bathe  her  daily. 

In  the  later  years  she  needed  someone  to  help  feed  her  because 
of  the  great  danger  of  strangulation.  She  remained  at  times  dirty 
and  unkempt,  improperly  medicated  and  malnourished  when  we  sisters 
were  not  able  to  go  out  and  see  about  her.  This  is  the  tragedy 
of  Huntington's  disease. 

I had  to  help  purchase  clothing  for  my  younger  sister 
because  my  parents  were  not  able.  We  had  difficulty  getting 
mother  in  a nursing  home  but  finally  got  her  in  Hueytown  Nursing 
Home,  Hueytown,  Alabama,  35020,  and  they  had  to  move  her  from  a 
double  room  to  a private  because  the  other  patient's  family 
complained  of  mother's  appearance;  her  chorea  movement  bothered 
them . 


Clothing  was  a problem,  and  we  were  so  glad  when  pants  suits 
came  in  because  this  helped  her  retain  some  modesty. 

We  still  did  not  at  this  point  have  a correct  diagnosis. 

We  lived  for  years  with  a misdiagnosis.  Finally,  in  1972,  just 
before  she  died,  I was  able  to  get  my  neurologist  to  go  out  to 
the  nursing  home  and  examine  her,  and  he  gave  us  the  diagnosis  of 
HD.  Neurologists  are  all  very,  very  busy,  and  it's  difficult 
getting  in  to  see  one.  We  should  encourage  more  young  doctors 
to  go  into  this  field  because  of  the  scarcity.  (Dr.  Robert  Ford, 
Birmingham. ) 

We  felt  fear  from  time  to  time  because  we  thought  the  nursing 
home  might  put  mother  out.  They  complained  to  us  concerning  the 
amount  of  work  she  was  to  them.  She  was  totally  bedfast  the  last 
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year  of  her  life  and  did  require  a lot  of  nursing  care.  There 
were  certain  legal  problems  we  incurred.  We  had  to  consult  an 
attorney  about  the  disposal  of  the  family  home  after  my  father's 
death  in  1969.  We  had  to  get  guardianship  papers  on  her,  and 
this  cost  about  $350,  which  was  very  expensive  for  the  family. 

Then  we  had  to  keep  up  the  bond  and  make  a payment  of  $25  a 
year  for  this  service.  We  could  not  sell  the  property  because 
of  her  incompetence,  so  it  disintegrated  all  those  years  she  was 
in  the  nursing  home  before  she  died  in  1972. 

Her  grandchildren  were  not  only  deprived  of  having  a grand- 
mother, but  also  left  with  the  inheritance  of  this  demonic 
disease.  The  cloud  now  moves  to  the  second  and  third  generations. 
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ARONSON:  Thank  you,  Mrs.  Dobbins. 

PRATT:  Thank  you  for  bringing  out  the  legal  problem.  I 

think  that  often  occurs,  and  it's  not  been  brought  out  before 
this  morning. 

GUTHRIE:  I want  to  ask  again,  what  is  your  number  one 

problem?  If  you  could  relate  it  to  your  Congressman,  what  do  you 
feel  we  need  the  most?  What  would  you  want? 

DOBBINS:  I would  like  to  see  funds  for  basic  research,  HD 

research . 

GUTHRIE:  That's  your  number  one  priority. 

VJEXLER:  What's  number  two? 

DOBBINS:  One  of  these  great  institutions  like  at  UAB  in 

Birmingham.  That's  a teaching  institution.  They  could,  in  some 
way,  supplement  the  programs  that  they  had  at  Bethesda  and  make 
kind  of  mini-Bethesda ' s available  to  the  people  in  Alabama  so  they 
won't  have  to  travel  all  the  way  to  Bethesda  to  get  the  latest 
treatment  in  HD. 

WEXLER;  You're  talking  about  like  a research-treatment 
center  like  the  NIH? 

DOBBINS:  Yes. 

PRATT:  Satellites. 

DOBBINS:  They  could  easily  adapt  the  existing  facility  to 

enable  a program  like  this. 

GUTHRIE:  That  would  be  for  treatment,  you're  talking  about? 

DOBBINS:  Yes,  patient  care,  treatment. 

WEXLER:  For  research  and  treatment.  That's  what  NIH  is, 

right,  research  and  treatment? 

DOBBINS:  Yes. 
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AKOUSON:  Thank  you  very  much,  Mrs.  Dobbins.  It's  noontime. 
:'ay  we  convene  again  no  later  than  1:00  o'clock.  Thank  you  all 
for  your  participation. 

[ Recess . ] 

ARONSON:  ...you  who  are  attending  for  your  thoughts,  your 

wisdom,  your  concerns,  and  we've  very  grateful  that  you  have  taken 
this  time  out  of  your  busy  lives  to  be  with  us  today. 

A number  of  brief  announcements.  Those  of  you  who  already 
have  testified,  or  those  of  you  who  are  about  to  this  afternoon, 
should  you  have  your  testimony  in  the  form  of  a written  manu- 
script, would  you  leave  it  with  the  staff  personnel  outside  or 
with  us  at  the  desk  here. 

Again,  let  me  caution  you,  there  are  many  people  with 
legitimate  thoughts  to  offer  this  afternoon.  Again,  please 
confine  your  remarks  to  about  five  minutes.  We  have  a very 
heavy  schedule. 

Thirdly,  someone  spoke  with  me  just  before  lunch,  saying 
that  tliey  wished  to  testify  first  right  after  lunch.  I think 
we'll  go  slightly  out  of  order  so  that  we  may  accede  to  your 
wishes,  sir. 


TESTIMONY  OF 

GROVER  LANTRIP  AND  JUANITA  LANTRIP 
PRESENTED  BY  GROVER  LANTRIP 
ALABAMA  CHAPTER 

NATIONAL  HUNTINGTON'S  DISEASE  ASSOCIATION 

LANTRIP:  Madam  Chairman,  Doctor,  and  ladies:  I am  Grover 

Lantrip,  from  Hueytown,  Alabama.  I come  representing  the 
National  Huntington's  Disease  Association,  which  represents  300 
to  400  families  in  Alabama.  I come  today  to  talk  about 
Huntington's  and  the  great  need,  not  only  in  Alabama,  but  in  the 
entire  world.  I come  to  say  that  our  organization  will  work  with 
all  other  organizations.  We  are  not  represented  on  the  Commis- 
sion, regretfully,  but  we  do  have  a representative  in  David 
Matthews,  from  Alabama,  so  we  feel  like  we  are  represented.  We 
want  to  thank  all  of  you  for  the  job  that  you  are  doing. 
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I shall  try  to  limit  my  remarks  to  a letter  that  I will  read 
from  an  at-risk  person,  a family,  and  discuss  this  following  the 
reading  of  this  letter: 

"I  am  from  an  HD  family.  My  first  knowledge  of  Huntington's 
came  through  my  family  from  my  great-grandfather,  then  grandmother, 
and  then  my  father,  who  was  sick  about  fifteen  years.  My  father 
had  one  brother  and  four  sisters,  all  having  HD  except  one  sister. 

I have  two  brothers  and  three  sisters,  one  sister  having  died  with 
HD.  I have  another  sister  who  is  42  that  has  had  HD  for  about 
seven  years.  She  is  still  at  home  but  is  getting  more  helpless 
each  day.  My  brother-in-law  had  to  take  early  retirement  at  age 
52  to  take  care  of  her.  So  you  can  see  how  much  strain  is  on  him 
financially,  mentally  and  physically. 

"I  have  a brother,  age  35,  who  has  had  HD  for  approximately 
fifteen  years  and  is  completely  helpless,  can't  even  turn  over  by 
himself.  When  he  first  became  sick  there  were  no  Federal  or  state 
funds  to  put  him  in  a nursing  home,  so  he  had  to  go  to  our  State 
Mental  Hospital  in  Alabama.  When  Medicaid  became  available,  he 
was  moved  to  a nursing  home  near  us,  and  we  can  visit  him  every 
day  and  see  that  he  has  the  necessities  of  life.  Even  though 
Medicaid  and  Medicare  pay  most  of  his  nursing  home  bill,  we  still 
have  to  pay  about  $30  more,  depending  on  his  medicine  bill  for 
the  month.  This  amount  increases  periodically.  If  I wasn't 
working,  I could  not  afford  to  pay  this  each  month.  We  need  more 
help  in  paying  for  his  medical  needs  and  nursing  home  care  because 
we  still  have  to  provide  his  clothes  and  other  necessities. 

"I  really  felt  the  impact  at  a young  age  after  my  father  was 
affected  with  Huntington's  at  age  30.  He  finally  became  dis- 
abled to  work  at  age  40  and  mother  was  forced  to  put  him  in  the 
State  Mental  Hospital  because  there  were  no  funds  available  to 
put  him  in  a nursing  home  and  mother  did  not  have  the  money  to 
do  this. 

"It  put  a great  burden  on  mother  because  she  had  to  go  to 
work  and  support  the  three  remaining  children  at  home.  She  was 
not  skilled  in  anything  and  therefore  had  to  move  North  for 
employment.  That  put  the  burden  of  going  to  see  my  father  and 
taking  him  clothes  and  other  needed  items  on  my  older  sister 
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(who  now  has  Huntington's)  and  me.  He  passed  away  in  the  State 
Hospital,  which  was  fifty  miles  from  my  home,  at  age  45. 

"Huntington's  affected  my  younger  sister  at  age  sixteen.  She 
was  also  committed  to  the  State  Mental  Hospital  for  the  same 
reason,  no  funds.  She  passed  away  at  the  age  of  thirty-three. 

"The  story  doesn't  end  here.  I go  through  the  mental  stress 
of  worrying  whether  or  not  this  dreaded  disease  will  strike  me, 
and  then  I would  be  totally  dependent  on  my  husband  and  two 
children.  Then  if  I become  affected,  my  two  girls  will  be 
burdened  with  the  same  fear  I've  had  all  my  life.  The  cycle 
never  ends.  My  older  daughter  is  now  married,  and  she  has  to 
make  the  decision  whether  or  not  to  have  children.  It  not  only 
affected  my  great-grandfather,  but  could  affect  my  grandchildren. 
It  is  with  this  hope  that  the  burdens  of  my  family's  past  gen- 
eration will  not  fall  on  my  children  and  future  generations.  We 
need  a Huntington's  health  care  center  in  the  states  where  there 
are  several  families  affected  with  HD,  where  specially  trained 
nurses  and  doctors  can  care  for  the  patients.  They  could  do  a 
much  better  job  than  the  doctors  and  nurses  in  the  nursing  homes 
that  have  never  even  heard  of  this  terrible  disease,  much  less 
worked  with  a patient  affected  with  it. 

"I  have  been  working  with  the  Alabama  Chapter/ CCHD,  now 
Alabama  Chapter/NHDA,  for  four  years  helping  to  educate  HD 
families  and  also  the  public  as  to  what  Huntington's  disease  is 
and  the  effects  of  it.  We  have  raised  several  hundred  dollars 
for  research  and  assitance  through  volunteer  programs.  Through 
this  work,  we  now  know  we  could  never  raise  enough  money  through 
private  means  to  meet  the  needs  of  HD  victims  and  their  families. 

"I'm  hoping  the  HD  Commission  will  report  back  to  Congress 
the  immediate  and  pressing  need  of  patients  and  their  families 
for  Federal  assistance.  Mrs.  Juanita  Lantrip." 
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LANTRIP:  So,  actually,  I am  affected  because  my  family  is 

affected.  I have  seen  my  mother-in-law  under  the  great  strain  of 
raising  the  children,  and  seen  the  need  that  when  the  breadwinner 
went  down--I'm  sorry  my  voice  is  shaking.  I'm  here  with  a strong 
cough  but  a weak  voice. 

GUTHRIE:  And  a strong  person.  Thank  you. 

LANTRIP:  We  have  seen  nearly  all  of  our  family  go  down  with 

this  disease.  Our  hope  is  that  maybe  not  our  generation  will  find 
the  cure,  but  later  generations.  Vie  feel  that  basic  medical 
research  will  lead  to  this  and  can  help  in  solving  the  problems 
for  children  and  grandchildren.  We  also  feel  that  if  these 
victims  and  families  had  more  Federal  assistance,  because — not 
only  if  it  affected  the  wife  and  not  the  father,  the  father  (in 
this  case,  my  brother-in-law)  had  to  retire  at  age  52  to  take  of 
my  sister-in-law,  or  put  her  in  a home  where  he  could  visit  her. 

I think  we've  seen  all  phases  of  this  and  the  suffering,  so  I 
can  limit  my  remarks  to  my  family.  Private  funds  will  never  be 
able  to  meet  the  needs.  We've  got  to  have  Federal  funds,  state 
funds,  and  centers  that  know  how  to  treat  patients,  because  it's 
appalling  to  know  how  the  diagnosis  is  misdiagnosed. 


My  father-in-law,  my  sister-in-law,  my  brother-in-law  were 
placed  in  mental  institutions  because  it  was  thought  at  the  time 
that  they  were  mentally  incompetent.  Their  minds  were  still  good. 
My  brother-in-law,  who  is  unable  to  even  move,  his  mind  is  still 
just  brilliant,  but  he  cannot  talk,  he  cannot  move;  but  his  mind, 
he  knows  what  we're  saying.  We  can  ask  him  questions.  He  can 
understand  us.  I'm  sure  that  he  gets  hurt  quite  frequently  in 
this  nursing  home  where  the  staff  doesn't  know  that  he  understands 
everything. 

ARONSON;  Thank  you,  Mr.  Lantrip. 

LANTRIP:  Thank  you. 

ARONSON:  Marjorie? 


GUTHRIE:  May  I comment?  You  said  something  of  great 

importance  that  I'm  happy  to  have  in  our  documentation,  because 
we  have  been  saying  that  a person  who  may  not  look  normal  or 
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healthy  can  still  have  a healthy  mind.  Because  you  mentioned 
this  to  be  of  great  importance,  can  you  tell  us  just  how  old  your 
orother-in-law  is,  with  his  healthy  mind  still  functioning? 

LANTRIP : He  is  35  years  of  age.  His  mental  capacity  is  35 

years  of  age.  We  turn  the  TV  on  for  him,  and  he  actually  watches 
it,  and  I'm  sure  enjoys  it,  because  he  smiles  at  times.  We  visit 
him  everyday.  It's  certainly  sad  to  see  a strong,  young  man 
go  as  fast  as  he  has.  The  doctor  whose  care  he  is  under  knows 
that  he  is  competent  mentally  and  has  cautioned  the  personnel 
that  take  care  of  him.  We  feel  that  HD  patients  sometimes  are 
still  regarded  like  my  father-in-law,  my  sister-in-law,  and  my 
brother-in-law  who  went  to  mental  institutions.  They're  not 
mental  cases.  It  is  a disease.  It  can  be  treated  and,  hopefully, 
will  be  treated. 

GUTHRIE:  Right.  This  is,  to  me,  very  important  documenta- 

tion. We  appreciate  your  saying  it. 

LANTRIP  Thank  you. 

GUTHRIE:  May  I just  also  remind  you,  you  are  represented 

on  this  Commission.  This  Commission  is  not  partisan.  We  repre- 
sent every  family  with  Huntington's  disease. 

LANTRIP:  And  we're  going  to  work  v;ith  you. 

GUTHRIE:  We're  concerned. 

LANTRIP:  Thank  you  very  much. 

ARONSON:  Thank  you,  Mr.  Lantrip.  Is  Patricia  Haile  in  the 

audience?  Ms.  Haile. 

TESTIMONY  OF 

PATRICIA  ANN  HAILE,  B.S.N. 

WILLIAM  S.  HALL  PSYCHIATRIC  INSTITUTE 

HAILE:  I am  Patricia  Haile,  and  am  a registered  nurse. 

For  four  years  I have  worked  at  the  William  S.  Hall  Institute, 
in  Columbia,  South  Carolina.  As  a result  of  my  working  on  a 
neurological  ward,  where  we  do  have  patients  with  the  diagnosis 
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of  Huntington's  disease,  I have  attempted  to  write  a few  things 
that  I felt  were  very  important  in  the  nursing  care  of 
Huntington's  disease  patients,  and  that's  what  I want  to  present 
to  you  this  afternoon: 

NURSING  CARE  PLAN  OF  A PATIENT  WITH  HUNTINGTON'S  DISEASE 

INTRODUCTION 

The  outstanding  manifestations  of  Huntington's  disease  (HD) 
are  choreoathetosis , behavioral  changes  and  dementia.  Choreo- 
athetosis  may  be  associated  with  a staggering  and  broad-based 
gait,  though  in  the  early  stages  ataxia  may  predominate.  As  the 
illness  progresses,  choreiform  movements  worsen.  Such  jerky 
movements  are  not  only  quick,  but  also  extremely  powerful  at 
times.  Facial  grimaces  accompany  body  movements.  The  patient  has 
difficulty  with  speech  because  of  the  involuntary  movements, 
including  uncontrollable  flapping  of  the  tongue  and  smacking  of 
the  lips,  often  with  drooling  of  saliva.  Many  patients  utter  loud, 
guttural  sounds.  Major  weight  loss  with  emaciation  is  the  rule 
without  intensive  nutritional  care  based  on  a high-calorie  diet, 
special  food  preparation  and  therapeutic  vitamins. 

Early  behavioral  changes  may  progressively  worsen  as 
dementia  supervenes.  However,  not  all  patients,  even  in  the  last 
stage  of  HD,  become  demented.  Patients  may  develop  personality 
changes,  becoming  irritable  and  easily  agitated,  displaying 
overt  hostility  and  tendencies  to  violence,  or  they  become  de- 
pendent, demanding  and  manipulative.  Some  patients  appear  apa- 
thetic and  withdrawn.  Demented  patients  slowly  become  confused, 
with  poor  insight  and  impaired  judgment.  Depression  and  suicidal 
tendences  may  accompany  any  stage  of  the  disease. 

The  following  is  a plan  of  care  written  as  a result  of 
nursing  on  a neurological  ward  which  includes  patients  with  the 
diagnosis  of  Huntington's  disease. 
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Definition  of  a "Nursing  Care  Plan" 

"A  nursing  care  plan  is  a precise  outline  of 
nursing  activities  that  is  based  on  the  nursing 
diagnosis  and  is  designed  to  assist  the  patient 
to  attain  and  maintain  a state  of  optimum 
physiological,  psychological  and  social  func- 
tional ability  as  he  reacts  to  internal  and 
external  stimuli;  nursing  regimen."^ 

Nursing  Care  Plan: 

1.  To  maintain  good  hygiene  and  physical  comfort: 

The  patient  must  be  assisted  in  daily  bathing, 
skin  care,  mouth  care,  and  care  of  nails  and 
hair.  The  amount  of  assistance  needed  will 
depend  on  the  degree  of  the  patient's 
choreoathetosis . 

A patient  may  not  need  to  have  a complete  bath  every  day. 
Decisions  such  as  these  should  be  made  on  an  individual  basis. 
The  patient's  feelings  and  desires  should  be  considered  and 
followed  when  feasible.  For  example,  the  writer  worked  with  an 
HD  patient  who  looked  forward  every  day  to  her  bath  in  the 
evening  and  being  put  to  bed.  This  was  a very  vital  part  of  her 
routine,  and  she  would  be  upset  to  have  had  it  altered.  Per- 
mitting the  patient  to  plan  her  or  his  own  schedule  can  be 
beneficial.  The  longer  a Huntington's  disease  patient  can 
maintain  a good  appearance  and  remain  well-groomed,  regardless 
of  the  grossness  of  his  movements,  the  longer  he  will  be  able  to 
have  pride  in  himself  and  maintain  high  self-esteem. 

2.  To  promote  optimal  rest,  sleep  and  physical  comfort: 

a.  If  an  HD  patient  is  restless  at  night  he  may 
require  an  order  for  a sedative  at  bedtime. 
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b.  If  the  patient  drinks  coffee  or  other  drinks 
containing  caffeine  he  will  need  to  decrease 
or  eliminate  his  caffeine  intake. 

c.  When  more  sleep  is  needed  the  patient  should 
be  allowed  to  remain  in  bed  longer  in  the 
mornings . 

d.  Rest  periods  during  the  day  should  be  provided. 
Usually  the  patient  benefits  from  a rest  period 
immediately  after  lunch  and  after  the  evening 
meal.  This  will  vary  according  to  the  patient's 
need . 

e.  A special  chair  should  be  provided  for  the  patient 
with  choreiform  movements,  especially  when  they 
are  strong.  A chair  that  lends  support  for  the 
patient's  arms  and  legs,  and  usually  with  the  legs 
elevated,  is  preferable.  The  patient  may  benefit 
from  a soft  head  support.  The  chair  should  be 
heavy  so  that  it  is  not  easily  overturned,  and  so 
that  it  does  not  slide. 

3.  To  promote  prevention  of  choking  and/or  aspiration  of 

food : 

a.  Food  prepared  so  that  the  patient  will  take  small 
bites  and  be  encouraged  to  eat  slowly. 

b.  Meats  may  need  to  be  cut  into  very  small  pieces 

or  ground  depending  on  the  degree  of  the  patient's 
difficulty  in  swallowing. 

c.  Provide  small,  intermittent  feedings. 

d.  Avoid  foods  or  drinks  of  a consistency  difficult 
to  tolerate,  which  will  vary  according  to  each 
individual  patient. 

e.  Tube  feedings  may  be  required  and/or  intravenous 
fluids  may  be  ordered. 
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f.  Suction  equipment  must  be  easily  accessible 
along  with  personnel  that  know  how  to  use  it 
properly  and  efficiently. 

4.  To  facilitate  the  maintenance  of  adequate  nutrition: 

a.  It  is  essential  for  the  HD  patient  to  have  a 
well-balanced  diet  daily. 

b.  A high-calorie,  high-protein  diet  with  no  fried 
foods  should  be  provided. 

c.  Food  supplements,  such  as  "Nuti  1000"  should  be 
given  between  meals. 

d.  It  has  been  found  that  the  diet  plus  a vitamin 
regime  has  greatly  benefited  our  HD  patients. 
Also,  sometimes  anabolic  steroids  have  been 
ordered  to  help  increase  the  appetite  of  our 
patients . 

e.  Dishes,  glasses  and  cups  with  a suction  bottom 
to  prevent  slipping  and  sliding  of  the  dishes 
is  helpful. 

f.  A relaxed  atmosphere  is  essential  for  the  HD 
patient  at  mealtime. 

g.  It  is  very  important  that  the  person  feeding 
him  is  not  anxious  over  the  task  of  feeding 
or  assisting  the  patient. 

h.  All  our  HD  patients  are  weighed  three  times  a 
week.  Various  methods  of  helping  the  patient 
to  gain  weight  are  used.  Food  supplements  are 
given  several  times  a day.  Giving  patients 
foods  they  like  and  making  their  meals  attrac- 
tive also  encourages  them  to  eat.  Giving  small 
amounts  of  food  frequently  helps  the  HD  patient 
to  eat  more  and  to  better  digest  his  food. 
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5.  To  facilitate  the  maintenance  of  elimination; 

a.  Stool  softener  ordered  to  be  given  daily. 

b.  Mild  laxative  given  when  needed. 

c.  An  adequate  record  of  the  patient's  bowel  movements 
are  kept  daily. 

d.  To  have  a bathroom  easily  accessible  to  the  patient. 

6.  To  facilitate  the  maintenance  of  proper  bladder  function 

a.  There  needs  to  be  close  observation  for  bladder 
incontinence  and  other  symptoms  of  any  urinary 
tract  problems. 

b.  Often  the  HD  patient  may  have  incontinence  of 
urine  during  times  of  extreme,  strong  choreiform 
movements.  This  may  cause  embarrassment  to  the 
patient,  therefore  should  be  dealt  with 
individually. 

7.  To  facilitate  the  release  of  tension  by  continued 
sexual  activity. 

a.  If  an  HD  patient  has  the  urge  and  desire  to 
masturbate,  he  or  she  should  be  allowed  to  do 
so  in  the  privacy  of  his  or  her  room. 

8.  To  facilitate  the  maximum  use  of  muscles,  particularly 
in  the  legs  and  arms. 

If  an  HD  patient  can  be  referred  at  the  proper  time  to 
a registered  physical  therapist  who  has  had  training 
and  experience  in  therapy  with  patients  who  have 
choreiform  movements,  the  result  can  prove  beneficial. 

a.  By  the  proper  useof  various  aids,  such  as  weight 
cuffs  on  ankles,  a patient  will  be  ambulatory 
longer . 
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b.  Various  exercises  under  the  direct  supervision 
of  a physical  therapist  will  help  the  HD  patient 
to  build  and  maintain  good  muscle  tone  and  help 
him  to  have  greater  cardio-respiratory  capacity. 
Also,  the  involvement  with  physical  therapy  will 
give  opportunity  for  the  patient  to  have  more 
socialization . 

c.  An  HD  patient  who  is  nonambulatory  and  is  weak 
may  benefit  to  some  degree  by  range  of  motion 
exercise  if  so  ordered  by  the  physician. 

d.  A physical  therapist  can  be  helpful  in  assisting 
the  nursing  staff  in  providing  safety  measures 
for  an  ambulatory  HD  patient. 

e.  The  HD  patient  who  falls  frequently  may  need  to 
wear  a helmet  to  protect  his  head  from  trauma. 

f.  The  physical  activity  will  probably  give  the 
patient  an  outlet  for  his  feelings  of  anger 
and/or  hostility. 

9.  To  promote  the  use  of  various  therapies  in  the  care  of 
HD  patients : 

HD  patients  are  able  to  become  involved  in  different 
activities  according  to  their  abilities  and  the  degree 
of  their  choreiform  movements.  The  writer  has  found 
that  HD  patients  benefit  tremendously  from  group 
therapies.  Some  types  of  therapies  which  have  proved 
beneficial  to  HD  patients  are: 

1.  Music  therapy. 

2.  Occupational  therapy. 

3.  Recreational  therapy. 

4.  Motivation  groups  (any  type  of  group  involvement 
for  socialization) . 
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THE  EMOTIONAL  NEEDS  OF  A HUNTINGTON'S  DISEASE  PATIENT 

A Huntington's  disease  patient  has  emotional  stages  of  his 
illness  just  as  he  has  various  physical  stages.  Usually,  the 
patient  will  collect  information  about  this  dread  disease.  He 
needs  to  be  given  pertinent  information  regarding  HD  with  dis- 
cretion. Someone  who  knows  the  patient  would  be  best  able  to 
talk  with  him  regarding  the  disease.  The  patients  need  to  be 
allowed  time  to  think  about  the  facts  of  his  illness  and  given 
more  information  only  as  he  is  able  to  handle  it.  The  patient 
should  be  allowed  to  express  his  anger  and  should  be  encouraged 
to  ventilate  his  feelings.  He  needs  time  to  find  ways  to  deal 
with  these  feelings.  The  nursing  staff  should  encourage  appro- 
priate ways  for  him  to  express  his  feelings. 

The  HD  patient  will  experience  depression  and  withdrawal. 

The  staff  must  be  alert  and  aware  of  the  patient's  moods.  Some 
signs  of  depression  are:  withdrawal,  restless  nights,  early 

awakening,  poor  appetite  and  constipation. 

The  HD  patient  who  is  ambulatory  or  even  in  a wheelchair 
should  not  be  allowed  to  remain  in  his  room,  as  they  will  want 
to  do.  It  is  very  important  that  this  patient  be  encouraged  to 
interact  with  others.  All  innovations  possible  should  be  used  to 
motivate  this  patient.  If  this  fails,  then  the  patient  will 
become  more  depressed,  withdrawn  and  will  become  bedridden  much 
faster.  Because  the  patient  responds  slower  and  tends  to  isolate 
himself,  the  nurse  must  work  closely  with  the  patient.  If  the 
nurse  has  a knowledge  of  his  past  history  and  is  familiar  with 
his  habits,  she  can  be  helpful  in  suggesting  appropriate  present 
activity.  Although  the  staff  must  be  understanding  and  kind  to 
the  patient,  they  must  be  able  to  give  firm  guidance  and  help  the 
patient  to  be  as  independent  as  is  possible.  This  may  be  diffi- 
cult for  some  staff  members,  but  the  nurse  must  not  give  in  to 
the  patient. 

The  staff  needs  to  be  reassuring  to  the  patient  and  also 
anticipate  his  needs  and  respond  quickly.  Perhaps  the  patient 
would  benefit  from  visits  from  his  minister  or  hospital  chaplain. 
One  who  knows  the  patient  well  should  be  alert  regarding  the 
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patient's  spiritual  needs.  I feel  that  spiritual  intervention 
during  his  illness  would  help  the  patient  reconcile  his  feelings. 

Reassurance  and  guidance  must  be  given  to  the  patient's 
family  as  well  as  to  the  patient  himself.  There  should  be 
scheduled  conferences  set  up  with  various  people  who  are  on  the 
team.  These  team  members  have  experience  and  are  trained  to 
assist  HD  families,  especially  those  who  are  at  risk. 

The  education  of  both  patient  and  families  cannot  be  over- 
emphasized. I feel  this  has  been  a very  neglected  area.  However, 
I feel  strongly  that  if  Huntington's  disease  is  to  be  licked,  the 
area  of  education  regarding  Huntington's  disease  cannot  continue 
to  be  neglected  I 
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ARONSON:  Thank  you  very  much.  Mrs.  Guthrie? 

GUTHRIE:  May  I ask,  where  did  you  get  your  understanding  of 

the  problems?  Did  you  study  anything  about  Huntington's  disease 
in  nursing  school,  or  was  it  after? 

liAILE  : It  was  after. 

ARONSON:  Was  your  experience  at  the  Hall  psychiatric? 

HAILE:  At  Hall,  yes.  I knew  practically  nothing  about  it 
until  I came  to  work  on  neurology,  and  we  had  patients  there  who 
had  Huntington's  disease.  This  was  my  first  encounter  with  them. 

ARONSON:  Dr.  Wexler? 

WEXLER:  Are  there  sharp  corners  on  furniture  that  a patient 

could  get  hurt  on,  or  can  you  pad  furniture  fairly  well? 

HAILE:  In  the  living  area,  where  our  patients  are  everyday, 

the  furniture  does  not  have  sharp — we  have  certain  chairs  that  are 
soft  so  they  cannot  hurt  themselves. 

GUTHRIE:  Do  you  think  that  it  would  be  appropriate  to 

recommend  that  the  nursing  school  curriculum  might  include  better 
understanding  of  these  kinds  of  disorders  like  Huntington's? 

HAILE:  Yes,  I do;  definitely. 

ARONSON:  Ms.  Haile,  there  was  an  earlier  commission,  some 

five,  six  years  ago,  concerned  with  patients  with  stroke,  also 
Federally  sponsored.  Toward  the  end,  it  was  felt  that  many  of 
the  nurses  would  have  substantial  contributions.  A committee  was 
put  together  of  nurses  whose  primary  experience  waS  with  patients 
with  stroke.  They  put  together  a handbook,  which  I think  is  a 
monumental  contribution  to  the  treatment  of  stroke.  It's  been 
published  by  the  Federal  Government,  et  cetera. 

I'm  wondering,  analogously,  whether  there  might  be  some 
wisdom  in  having  nurses,  such  as  yourself,  who  have  had  special 
experience  v\;ith  patients  v/ith  Huntington's  disease,  get  together 
and  bring  all  of  the  excellent  little  unpublished  ideas  that  each 
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has  had  (the  facilitation  of  holding  utensils,  something  that  you 
mentioned)?  Somebody  may  have  come  up  with  an  excellent  idea. 

If  a group  can  share  their  ideas  with  each  other — it's  not  the 
cure  for  Huntington's  disease,  but  until  we  find  that  cure  I 
think  we  have  to  put  together  every  little  bit  of  information 
that  could  make  life  a little  more  pleasant. 

HAILE:  Right.  I agree  with  that. 

ARONSON:  Thank  you.  Is  Dr.  Charles  Still  here?  Dr.  Still 

is  Chief  of  Neurology  at  the  Hall  Psychiatric  Institute,  in 
Columbia,  South  Carolina. 


TESTIMONY  OF 
CHARLES  N.  STILL,  M.D. 

CHIEF,  NEUROLOGY  SERVICE 
WILLIAM  S.  HALL  PSYCHIATRIC  INSTITUTE 

STILL:  Thank  you.  Dr.  Aronson,  Mrs.  Pratt,  Mrs.  Guthrie, 

Dr.  Wexler:  I'm  honored  to  have  the  opportunity  to  join  you  this 

afternoon.  I would  like  to  point  out  that  this  is  a problem  and 
a question  which  has  been  of  great  concern  to  me  during  the  last 
ten  years.  I very  briefly  want  to  point  out  some  of  the  things 
we've  learned.  I think  there's  a great  deal  that  we  don't  know, 
still,  about  Huntington's  disease. 

We'd  like  to  share  with  you,  and  enter  into  the  record  as 
just  one  or  two  items.  I'd  like  to  start  with  the  last  one,  which 
should  be  marked  Exhibit  4.  This  is  The  Psychiatric  Forum,  Volume 
4,  Number  1,  for  the  Fall  of  1973.  It  consists  of  a series  of 
papers  on  Huntington's  disease,  which  celebrated  the  150th 
anniversary  of  the  South  Carolina  Department  of  Mental  Health. 
There's  an  insert  which  is  a paper  which  was  published  in  the 
sesquicentennial  volume  from  the  meeting  at  Columbus  by  Raven 
Press,  in  which  we  were  able  to  identify  the  first  case  of 
Huntington's  disease  named  as  such  in  South  Carolina  in  a mental 
hospital . 

Exhibit  Number  1,  going  directly  to  that,  is  an  as  yet 
unpublished  manuscript  which  is  under  revision  for  publication 
in  a Journal  of  Family  Practice,  entitled  "Chorea  Since 
Huntington;  Progress  in  Huntington's  Disease." 
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Exhibit  Number  2 is  "Huntington's  Chorea  in  South  Carolina: 
Natural  History  and  Clinical  Features."  It  is  in  the  process  of 
being  published.  It  was  presented  at  the  Fourth  Pan  American 
Congress  of  Neurology,  in  Mexico  City. 

The  third  exhibit  is  a single  sheet,  entitled  "Medical  Audit 
Criteria  for  Huntington's  Disease."  I would  like  to  refer  to  data 
from  these  four  exhibits  as  we  proceed. 

It  seems  to  me  that  this  Commission  has  a formidable  task, 
not  the  least  of  which  is  to  assemble  the  state  of  the  art.  In 
the  ten-plus  years  in  which  we  have  been  privileged  to  work  with 
patients  with  this  illness  (caring  for  approximately  50  patients 
on  a face-to-face  basis  over  a period  of  time)  and  looking  at  the 
records  of  many  others  (so  that  the  total  experience  exceeds  100 
patients) , we  have  determined  that  much  is  known  which  could  be 
used  more  effectively.  Among  this  group  of  data  are  the 
follov;ing : 

The  longevity  data  in  South  Carolina  do  not  differ 
significantly  from  Michigan,  even  though  the  tv;o  states  are  very 
different  in  climate,  and  perhaps  in  attitude,  and  in  resources. 

So  that  this  suggests  a very,  very  overwhelming  gene  effect  in 
determining  longevity  in  this  illness. 

We  were,  I think,  able  to  get  an  idea  that  Huntington's 
disease  is  not  so  common  in  blacks  as  in  whites:  The  ratio  that 

we  found  is  13  whites  to  1 black.  Among  the  black  chorea  popula- 
tion, the  age  of  onset  is  earlier,  and  the  longevity  is  consider- 
ably shorter.  This  would  be  compatible  with  studies  in  England 
which  shov/  a paternal  ancestry  of  the  carrier  of  the  Huntington 
gene. 


One  of  the  most  important  things,  I think,  that  might  be 
learned,  in  terms  of  caring  for  patients  with  Huntington's 
disease,  involves  health  care  needs  and  health  care  delivery 
systems.  I belong  to  one  of  the  health  care  delivery  systems 
(namely,  the  Department  of  Mental  Health  of  South  Carolina) , and 
so  I've  naturally  been  quite  concerned  about  how  to  use  this 
system  effectively  to  care  for  our  patients. 
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Thanks  to  many  people  in  the  Department,  not  the  least  the 
State  Commissioner  of  Mental  Health,  we  have  had  excellent  support 
during  the  last  ten  years,  and  have  actually  operated  without  any 
qrant  funds  or  outside  support  whatsoever  during  this  time. 

It  has  been  a labor  of  love,  in  a way,  because  we've  asked 
people  to  give  above  and  beyond  their  normal  job  requirements, 
which  many  of  them  have  done.  I particularly  would  like  to  single 
out  Ms.  Haile,  who  just  testified,  who  is  our  only  representative, 
really,  of  this  wonderful  group  of  people  who  are  so  interested 
and  concerned  about  patients  who  have  this  disease  and  their 
families.  I'm  sorry  that  Mr.  Hill,  who's  another  member  of  this 
group,  could  not  be  here  today  to  share  with  you  some  of  the  work 
with  families. 

What  we've  really  come  down  to  is  the  idea  that  the  illness 
must  be  staged  if  we're  going  to  take  effective  care  of  it.  The 
stages  we've  worked  out  are  based,  oddly  enough,  on  an  illness  now 
extinct  in  the  South,  pellagra.  In  1771,  Francisco  [Frapole] 
divided  pellagra  into  three  stages:  insipient,  confirmed,  and 

desperate.  This  would  no  longer  be  applicable,  perhaps, 
literally.  We  began  to  look  into  this.  My  interest  was  piqued 
in  this  question  because  I happened  to  find  in  this  first  patient 
(part  of  Exhibit  4)  the  coincidence  of  pellagra  and  Huntington's 
disease.  Once  the  pellagra  developed,  the  patient  deteriorated 
rather  rapidly  and  was  no  longer  able  to  function,  which  suggested 
an  additive  effect. 

For  this  reason,  we  looked  at  pellagra  as  a model  of 
premature  aging  in  relation  to  Huntington's,  and  we  came  up  with 
three  stages,  stage  three  being  the  last  stage  and  usually  lasting 
about  four  years,  in  our  experience.  Most  of  these  patients  in 
stage  three  form  the  bulk  of  the  experience  I think  that  Ms.  Haile 
has  had,  although  we  do  get  some  stage  two  patients  which  we 
classify  as  the  so-called  classical  or  equivalent  to  [Frapole 's] 
confirmed  stage,  in  which  there  would  be  no  disagreement  about  the 
diagnosis  among  qualified  physicians. 

Stage  one  is  almost  never  diagnosed  correctly  in  the 
beginning,  in  our  experience.  It's  almost  always  called  some- 
thing else,  because  we  define  stage  one  as  the  first  persistent 
sign  or  symptom  of  Huntington's  disease,  often  identified  in 
retrospect. 
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We  have  added  another  stage,  stage  zero,  for  any  person  who 
has  an  identified  carrier  parent.  One  could  find  fault,  I'm  sure, 
with  this  classification,  but  we've  found  it  to  be  very  useful  in 
terms  of  planning  for  health  care.  The  person  in  stage  zero, 
learning  of  the  existence  of  the  illness  within  the  family,  needs, 
very  definitely,  emotional  support  and  needs  understanding  on  a 
continuing  basis,  not  just  on  a kind  of  momentary  or  transient 
basis . 


The  person  in  stage  one  often  has  to  be  told  what  the 
suspicion  is.  Sometimes  the  diagnosis  cannot  be  made  with 
certainty  at  that  stage,  and  there  will  be  disagreement  among 
highly  qualified  physicians,  for  that  matter;  so  that  it's 
necessary  to  live  with  some  uncertainty,  which,  again,  places 
a heavy  burden. 

By  the  time  stage  two  has  developed  (and  we  sometimes  see 
people  in  stage  two  for  the  first  time  who've  never  had  a diagnosis 
made;  even  today  we  see  them,  from  time  to  time),  they  need  all 
these  things  that  stage  zero  and  stage  one  patients  need,  plus 
immediate  care.  Our  care  is  directed  toward  reducing  the  severity 
and  frequency  of  the  involuntary  movement  disorder,  or  in  the 
rarer  rigid  cases  relieving  that,  and  giving  psychological  and 
emotional  support;  and,  insofar  as  we  can,  rehabilitation,  so 
that  they  may  proceed  to  live  a useful  life. 

In  stage  three,  nursing  care  is  paramount,  and  the  survival 
of  the  patient  depends  on  adequate  nursing  care.  It's  stage 
three  that  we  have  the  most  direct  experience  with,  because  what 
we  discovered  was  that  patients  often  times  do  show  evidence  of 
the  stages  described  by  Dr.  Elisabeth  Kiibler-Ross  in  her  book  on 
death  and  dying:  They  first  deny  the  problem;  they  become  angry 

and  withdraw;  eventually,  they  may  bargain  if  they  have  a 
[inaudible]  with  us;  and,  to  some  extent,  eventually  they  do 
reach  a stage  of  depression.  Sometimes  these  come  very  rapidly, 
one  right  after  the  other.  Ultimately,  in,  I would  say,  a 
minority  of  the  cases  we  gain  acceptance  and  a certain  peace, 
an  acceptance  of  the  situation  as  it  is.  In  those  cases,  it's 
very  gratifying  to  us  because  we  can  work  with  the  patient  in  a 
positive  way.  Unfortunately,  when  we  get  patients  in  stage 
three  (and  that  is  defined,  by  the  way,  as  the  stage  at  which 
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the  person  is  no  longer  able  to  exercise  self-care) , it  becomes 
necessary  to  exert  ourselves  more  fully. 

So  I want  to  conclude,  since  probably  my  five  minutes  are  up, 
by  making  an  appeal  to  this  Commission  to  exert  every  effort, 
number  one,  to  persuade  the  Food  and  Drug  Administration  of  this 
country  to  release  medications,  such  as  [tetrabenazine]  and  other 
medications,  which  have  been  shown  to  be  reasonably  safe  and 
effective  in  Europe  and  in  other  countries  for  the  benefit  of  our 
patients  in  this  country;  secondly,  to  encourage  the  development 
of  new  remedies  through  research,  and  in  particular,  the  use  of 
nutrition.  We  have  some  data,  which  will  be  presented  later  this 
month  at  the  Pan  American  Medical  Association,  which  indicates 
that  with  the  method  Ms.  Haile  described  in  general  terms,  we  are 
able  to  stabilize  weight  in  male  patients  quite  effectively,  with 
an  average  weight  gain  of  6.4  pounds;  whereas  in  female  patients 
we're  not  able  to  do  so,  and  we  do  not  fully  appreciate  the 
reason  for  this,  although  we  think  it's  hypothalamic. 

The  last  thing  is  to  develop  a health  care  system  in  this 
country.  I feel  that  the  existing  health  care  systems  can  be 
used  more  effectively,  and  I would  like  to... 

...understanding  in  caring  for  these  patients.  I believe, 
even  if  we're  not  lucky--and  I 'm  a little  bit  pessimistic,  com- 
pared to  four  years  ago,  about  identifying  the  biochemical  defect 
of  Huntington's  within  this  century.  Even  if  we  don't  do  that, 
we  will  be  able  to  offer  something  positive.  If  we  do  identify 
the  biochemical  defect  and  develop  a remedy,  we  will  still  have 
the  problem  of  reaching  those  who  need  it.  For  this  reason,  I 
would  ask  you  to  consider  very  high  on  your  list  of  priorities 
the  development  of  a health  care  system  focused  on  Huntington's 
disease  within  the  existing  framework  of  health  care  delivery  in 
this  country.  Thank  you  very  much. 

ARONSON:  Dr.  Still,  don't  run  away.  There  may  be  some 

questions.  Thank  you,  by  the  way.  Dr.  Wexler. 

WEXLER:  This  cadre  of  teachers  that  would  go  from  place  to 

place,  this  would  be  in  addition  to  the  regular  curriculum  that 
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should  be  developed  within  medical  schools,  psychology  programs, 
et  cetera? 

STILL:  As  I would  see  it.  Dr.  Wexler,  it  would  be  entirely 

in  addition  to  that.  This  would  not  interfere.  It  would  comple- 
ment rather  than  replace  existing  systems.  It  would  require  some 
sacrifice  on  the  part  of  those  who  engaged  in  it,  and  I mean  a 
multidisciplinary  team  which  would  include  not  only  physicians,  of 
course,  and  nurses,  but  psychologists,  social  workers,  the  chap- 
lains, for  example,  and  many  other  disciplines,  the  registered 
professional  therapists,  such  as  physical  therapy,  occupational 
therapy,  music,  recreation,  all  the  things  that  make  one  human, 
to  go  out,  perhaps  not  all  at  once  in  a body,  but  to  develop  a 
system  whereby  you  could  have  a kind  of  a traveling  group  who 
would  go  from  one  state  to  another.  It  would  be  a great  sacrifice 
on  their  part,  and  you  would  obviously  have  to  find  dedicated 
people  to  do  this.  But  I think  within  a couple  of  years  you  could 
train  the  whole  country  more  effectively  than  we  can  currently  do, 
because  most  of  our  centers  just  don't  have  that  knowledge. 

ARONSON:  Dr.  Still,  you're  a professor  of  neurology  at  one 

of  the  youngest  medical  schools  in  the  United  States. 

STILL:  Yes,  it's  an  infant;  I guess  a newborn. 

ARONSON:  Right.  Are  you  thinking,  perhaps,  of  Huntington's 

disease  as  a prototype  in  the  curriculum  of  neurology  for  the 
medical  students? 

STILL:  If  I have  anything  to  say  about  it.  Dr.  Aronson, 

you  can  bet  on  it. 

ARONSON:  May  we  quote  you  on  that? 

STILL:  Yes. 

GUTHRIE:  I was  going  to  suggest  the  same  thing  in  the 

context  of  when  you  spoke  about  the  training  workshop,  perhaps. 

I think  that  would  be  an  ideal  place  to  also  use  Huntington's  as 
a prototype,  but  show  the  broad  umbrella  that  it  could  encompass. 
Then,  if  you  did  that  across  the  country,  eventually  that  might 
become  the  beginning  of  a curriculum. 
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STILL:  I feel  that  the  major  problem  in  this  country  that's 

facing  us  now  is  aging,  and  I'm  very  much  interested  in  that,  both 
personally  and  professionally.  Huntington's  disease,  I think,  is 
a very  special  model  of  aging  and  I believe,  personally,  the  best 
human  model  that  we  have  of  premature  aging,  because  it  does 
affect  other  organ  systems  and  the  central  nervous  system.  It 
seems  to  me  that  if  one  could  join  forces  with  those  v;ho  are 
interested  in  aging,  many  of  the  problems  are  similar. 

I was  very  much  impressed  by  Dr.  Aronson's  comment  about  the 
nursing  manual  on  stroke.  It  seems  to  me  we  could  develop,  in  con- 
junction with  those  interested  in  aging,  manuals  for  nutrition, 
manuals  for  care,  manuals  for  rehabilitation.  It  would  be  a 
natural  adjunct  and  would  require  very  little  additional  outlay, 
if  one  were  able  to  incorporate  a specially  focused  training 
program  within  the  aging  and  neurological  disease  context. 

ARONSON:  Thank  you  very  much,  sir.  Dr.  John  Crenshaw? 

Dr.  Crenshaw  is  Professor  of  Biology  and  a Population  Geneticist, 
formerly  of  Rliode  Island,  but  now  of  the  Georgia  Institute  of 
Technology.  Professor  Crenshaw. 

TESTIMONY  OF 
JOHN  CRENSHAW,  M.D. 

PROFESSOR  OF  BIOLOGY/POPULATION  GENETICIST 
GEORGIA  INSTITUTE  OF  TECHNOLOGY 

CRENSHAI7:  Thank  you.  Dr.  Aronson.  Wien  I agreed  to  chat 

with  you  folks,  at  Dr.  Falek's  request,  I thought  I might  repre- 
sent a certain  element  of  objectivity  here  in  an  otherwise  rather 
mission-oriented  program;  and  that  certainly  is  true.  I've  been 
quite  impressed,  and  I'm  delighted  that  I was  here  to  hear  some 
of  the  other  views  in  this  issue. 

I don't  intend  to  fly  under  false  colors  at  all.  I 'm  a 
research  geneticist.  I'm  a population  geneticist.  In  fact,  a 
fellow  member  of  your  Commission,  Dr.  Lee,  is  an  old  friend  and 
a man  for  whom  I have  great  admiration.  Unfortunately,  what  I 
thought  I would  like  to  say  to  you  seems  a bit  mundane  at  the 
moment,  but  I'm  going  to  say  it  anyway  because  I think  it  is 
important  to  be  said.  The  first  two  points  have  to  do  with  a 
rather  broad,  objective  sort  of  view  of  perhaps  not  just 


2-525 


Atlanta,  Georgia 


October  21,  1976 


Huntington's  disease,  but  a wide  variety  of  similar  concerns. 

In  recent  times — not  a related  ailment,  but  one  of  similar 
pattern — a sickling  hemoglobin  disorder  has  received  a great  deal 
of  publicity.  It's  been  my  feeling  that  there  was  a tendency  to 
move  away,  in  the  discussions  that  we  heard  and  that  the  public 
heard,  from  a principal  characteristic  of  the  affliction;  and 
that  is  to  say,  its  genetic  basis. 

I would  like  to  urge,  and  I think  it  would  be  counter- 
productive to  do  otherwise  than  to  continually  keep  in  focus  the 
point  that  I 'm  sure  is  all  too  obvious  to  many  specialists  in  the 
field:  it  is  an  hereditary  affliction.  We  can  progress  a great 

deal  more  rapidly,  I think,  and  efficiently  if  we  keep  that 
constantly  before  us. 

The  second  point  is  related  in  the  sense  that  it's  a fairly 
broad  one.  I would  like  to  urge  thoughtful  review  in  the  alloca- 
tion of  resources  which,  obviously,  for  all  research-oriented 
peoples  are  too  scarce.  There's  always  a great  paucity  of 
resources,  and  I would  like  to  urge  a thoughtful  allocation  as 
between  the  more  immediate  applied  needs  of  the  moment  and  the 
longer  range  basic  science  which  all  too  often,  at  least,  as 
the  old  pendulum  swings  back  and  forth,  tends  to  be  subjugated 
to  the  needs  of  immediacy. 

I'm  sure  what  will  be  obvious  to  many  of  you,  if  we  don't 
continue  to  make  progress  in  basic  understanding  of  Huntington's 
disease,  we  cannot  improve  our  treatment  of  existing  situations 
beyond  current  levels  of  technology  and  knowledge.  I don't 
intend  at  all  to  detract  from  the  importance  of  the  immediacy, 
the  applied.  Those  needs  are  terribly  important.  But  at  least 
a thoughtful  allocation,  consideration  of  the  two  principal 
directions . 

Let  me  back  away  now  from  these  broader  concerns  and  indicate 
that,  while  I have  not  been  immediately  involved  in  Huntington's 
disease  research  myself  (I'm  interested  in  mutagenecity , which  is 
not  too  closely  related),  I have  been  aware  of  Huntington's 
disease  and  been  interested  in  it  for  some  years  as  a population 
geneticist.  Of  course,  in  conversations  with  colleagues  who  have 
been  involved,  I have  tried  to  stay  fairly  close  to  what's  going 
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on  and  what's  being  developed.  There  are  several  areas  that 
appear  to  me  to  be  of  interest  and  that  could  be  exploited  by 
current  technologies  available,  and  that  are  not  being  exploited 
too  much. 

One  of  these  is  rather  close  to  home.  I 'm  a quantitative 
geneticist.  We  have  particular  kinds  of  techniques  that  can  be 
applied  in  the  study  of  a number  of  human  afflictions.  To  my 
knowledge,  they  have  not  been  applied,  really,  in  the  study  of 
Huntington's  disease.  For  example,  many  workers  in  the  field  are 
quite  aware  of  an  effect  that  can  be  attributed  to  modifying 
alleles  passed  on  from  a parent  to  offspring,  and  which  tend  to 
affect  either  the  severity  of  the  disease  or  the  age  of  onset. 

The  techniques  that  are  available  for  the  study  of  heritability 
are  available  for  the  study  of  heritability  of  these  phenomena. 
While  a single  allele  is  certainly  involved  in  transmission  of 
the  disease  proper,  there  is  no  question  but  what  there  are 
modifier  genes.  We  can  study  the  heritability  of  these  arrays 
and  perhaps  learn  something  about  alleviating,  at  least,  the 
magnitude  of  the  symptoms. 

In  a similar  vein,  the  gentleman  who  spoke  before  me 
referred  to  the  interesting  situation  in  regard  to  the  ratio 
between  whites  and  blacks.  These  are  remarkably  interesting 
phenomena.  There  is,  of  course,  the  similarity  of  the  Japanese 
situation  in  which  the  frequency  of  Huntington's  disease  among 
the  Japanese  is  extraordinarily  low  relative  to  that  among 
Western  European  origin  peoples.  I think  there's  a great  deal 
more  to  be  developed  (of  understanding) , potentially,  by  a study 
of  frequencies  among  different  races. 

Let  me  point  out  just  for  a moment  something  that  a close 
friend  pointed  out.  It  is  quite  possible  that  Huntington's 
disease  is  virtually  absent  from  black  populations,  and  that  the 
Huntington's  disease,  as  ascertained  in  this  country,  is  derived 
from  white  parentage.  We  can't  say  why.  But  these  are  things 
that  might  well  reveal  interesting  possibilities  for  usefulness, 
should  they  be  developed. 

Finally,  the  thing  that  first  fascinated  me  about 
Huntington's  disease,  and  which  has  some  remarkable  implications, 
is  the  peculiar  data  on  fitness.  The  data  are  conflicting.  They 
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are  not  clear.  But  unquestionably,  in  some  populations,  the 
choreic  victim  has  a higher  fitness,  in  the  genetic  sense  of  the 
word.  He  tends  to  leave  more  progeny  behind  than  his  unaffected 
siblings.  Now,  clearly,  this  could  not  have  always  been  so, 
because  if  it  were,  the  Huntington's  allele  would  be  the  common 
allele,  and  what  we  consider  now  the  wild  type  allele  would  not 
be  so . 


Whether  this  is  due  to  our  own  genetic  background  evolving, 
we  can't  say.  It  may  well  be  due,  although  this  isn't  entirely 
consistent,  to  the  different  environment  in  which  we  find  our- 
selves now.  There  may  have  been,  in  other  words,  greater  environ- 
mental pressure  earlier  against  the  victim.  But  this  is  difficult 
to  account  for  the  entire  situation  when  most  of  one's  productiv- 
ity has  already  taken  place  by  the  time  age  of  onset  occurs, 
ordinarily. 

I think  those  include  the  main  points  that  I had.  I thank 
you  for  your  attention. 

ARONSON:  Let  me  just  comment  briefly  on  one  aspect  that  you 

raised.  I don't  believe  that  the  Commission  is  going  to  say  that 
funds  previously  allocated  for  the  area  of  chronic  disease 
involving  the  nervous  system  should  be  kept  be  stable,  and  that 
they  should  be  either  in  basic  research  or  in  more  pragmatic 
aspects.  I suspect  that  we're  going  to  suggest  that  the  amount 
of  money  allocated  for  this  and  similar  diseases  be  substantially 
increased. 

CRENSHAW;  I would  strongly  support  that. 

ARONSON:  Which  reminds  me,  one  of  the  earlier  discussants 

this  morning  had  mentioned  as  an  analogy  the  fact  that  some  monies 
were  invested  by  the  World  Health  Organization  in  the  eradication 
of  smallpox.  She  had  mentioned,  too,  that  perhaps  the  last  few 
cases  were  seen  this  year.  August  6th,  for  those  of  you  who  like 
to  keep  records,  was  the  last  known  case  of  smallpox  in  the 
world.  That  may  go  down  as  a day  truly  momentous  in  human 
history.  The  amount  of  money  expended  was  only  $86  million  to 
eradicate  this  disease  in  a span  of  something  like  11  years. 
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While  Huntington's  disease  is  clearly  not  an  infectious 
disease,  and  I don't  think  $85  million  is  going  to  eradicate  it, 

I think,  nevertheless,  we  should  try  to  exert  more  of  our  national 
resources  in  this  direction.  Thank  you  very  much. 

GUTHRIE:  I just  want  to  comment.  I was  very  interested  in 

your  original  remark  about  the  fact  that  we  have  to  look  beyond 
just  Huntington's  and  go  to  the  basics.  You  know,  many  of  our 
people  believe  that  if  we  had  a few  million  dollars  we  could  buy 
a cure  for  Huntington's  disease.  How  do  you  think  we  could  help 
people  understand  that  this  is  not  the  way  of  scientific  research, 
that  there's  basic  work  that  has  to  be  done  first?  Do  you  have 
any  thoughts  on  how  we  can  help  people  learn  these  facts? 

CRENSHAW:  I must  confess,  I feel  terribly  unsuccessful  at  it 

sometimes.  I try.  I think  the  layman  can  understand  genetics. 

I am  sometimes  led  to  believe,  for  example,  by  the  news  media  that 
they  have  given  up;  but  I haven't.  I find  that  students  at  Georgia 
Tech  learn  genetics  very  well;  formerly,  at  the  University  of 
Rhode  Island,  students  had  no  difficulty  understanding  genetics. 
Obviously,  the  realism  associated  with  recognizing  that  one  has 
a terrible  affliction,  that's  another  problem  and  I'm  not  skilled 
in  that  area.  But  I do  believe  that  we  can  persuade  people, 
through  understanding,  of  heredity  and  what's  involved.  A cure 
may  be  possible,  but,  obviously,  that's  a very,  very  vague  sort 
of  carrot  to  hold  up  at  this  particular  point. 

ARONSON:  Thank  you  again.  Professor  Crenshaw.  Mildred 

Davis?  Thank  you,  Mrs.  Davis. 

TESTIMONY  OF 
MILDRED  S.  DAVIS 
ATLANTA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

DAVIS:  I'm  Mildred  Davis.  I would  like  to  tell  you  some  of 

my  experiences  with  Huntington's  disease. 

On  March  3,  1971,  our  lives  were  changed  in  a most  traumatic 
fashion.  It  was  the  day  of  my  husband's  annual  physical,  and  I 
had  asked  him  to  allow  me  to  go  along  because  I had  become  quite 
concerned  with  his  physical  condition. 
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In  1967  he  had  suffered  a heart  attack  and  recovered  satisfac- 
torily, but  within  a few  months  he  began  having  jerking  motions, 
first  his  shoulders,  then  his  head.  When  he  consulted  his  doctor 
about  this,  he  was  told  it  was  nothing  to  worry  about,  just 
nerves.  He  gradually  grew  worse,  lost  weight,  had  difficulty 
talking  and  I also  began  to  notice  his  walking  had  changed.  It 
was  clear  to  me  that  there  was  more  than  nerves  causing  this 
condition.  This  was  my  reason  for  wanting  to  go  with  him  to  the 
doctor.  After  his  physical,  the  doctor  called  me  into  his  office 
with  my  husband  and  then  he  really  let  us  have  it.  He  had  deter- 
mined that  Foster,  my  husband,  was  suffering  from  a neurological 
disease.  He  was  not  sure  just  which  one,  and  he  mentioned  one  or 
two,  neither  being  Huntington's,  but  he  went  on  to  tell  us  what 
to  expect.  He  said  the  disease  was  a degeneration  of  the  body 
and  would  gradually  make  the  victim  completely  helpless.  He 
wanted  Foster  to  see  a neurologist  to  make  a proper  diagnosis  and 
subsequently  made  an  appointment  for  him.  He  then  went  on  telling 
Foster  that  he  must  stop  all  his  business  activities  and  also  to 
stop  driving  his  car  because  if  he  had  an  accident  and  it  became 
known  that  he  was  ill  with  this  disease,  he  could  be  sued  for 
everything  he  owned.  I sat  there  in  shock,  listening  to  all  of 
this,  but  Foster  just  turned  his  head  and  looked  out  of  the 
window. 

The  neurologist  diagnosed  the  disease  as  Huntington's,  and 
this  was  the  first  time  we  had  ever  heard  of  it.  When  we  learned 
it  was  genetic,  we  realized  that  it  had  to  be  from  his  mother. 

She  had  died  in  a mental  hospital  at  the  age  of  62,  but  her  ill- 
ness was  diagnosed  as  hardening  of  the  arteries  of  her  brain. 

Of  course,  we  have  since  learned  that  several  members  of  her 
family  and  her  father  had  the  same  illness.  The  doctor  prescribed 
the  drug  Prolixin  for  Foster,  and  it  seemed  to  help  a great  deal. 
After  taking  it  for  a while,  he  was  then  instructed  to  double 
the  dosage.  This  didn't  work  out  so  well  and  he  was  given  Haldol 
instead.  He  is  still  taking  it  today. 

When  I had  a conference  with  the  neurologist,  he  advised  me 
to  have  new  wills  drawn,  put  all  of  our  business  interests  in 
my  name,  and  even  suggested  that  I make  an  application  to  admit 
my  husband  to  the  Georgia  Regional  Mental  Hospital  as  he  was 
fairly  certain  it  would  be  necessary  for  him  to  be  hospitalized 
eventually.  The  hospital  would  not  accept  such  patients.  I 
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was  terribly  distraught  at  the  thought  of  confinement  in  a mental 
hospital  and  vowed  he  would  never  go  to  one  if  I could  prevent  it. 
It  soon  became  necessary  for  me  to  employ  a nurse  aide  as  Foster 
had  begun  to  have  difficulty  using  his  arms.  He  could  hardly 
move  them  and  it  was  very  painful  to  even  touch  them.  Thanks  to 
Dr.  Quadfasel  and  Dr.  Falek,  a county  nurse  came  to  see  Foster. 
When  she  saw  his  condition,  she  brought  the  state  physical  ther- 
apist to  enlist  her  aid  in  helping  with  physical  therapy  treat- 
ments. The  therapist  told  the  nurse  what  to  do  and  gave  us  many 
suggestions  for  helping  Foster  regain  the  use  of  his  arms.  The 
results  were  amazing,  and  he  was  soon  able  to  move  his  arms 
normally  and  without  pain. 

Another  big  problem  was  a malignant  tumor  on  the  floor  of 
his  mouth.  It  was  removed  with  radium  needles,  which  was  horribly 
painful.  That  was  in  the  fall  of  '72.  The  next  trip  to  the 
hospital  was  for  a kidney  stone.  That  wasn't  too  bad,  but  the 
following  year  ('74)  he  was  hospitalized  for  4 weeks.  He  had 
a reaction  to  Haldol  and  also  a very  painful  mouth  which  was 
caused  from  injured  nerves  by  the  radium  treatment.  Since  then 
he  has  done  very  well.  We  had  been  told  that  he  wouldn't  live 
more  than  2 years,  but  it  has  been  5-1/2  years  since  then.  He 
is  able  to  enjoy  television,  and  he  goes  down  our  long  and  steep 
driveway  every  day  to  get  the  newspaper  and  usually  makes  a 
second  trip  for  the  mail.  Due  to  two  major  operations  myself 
during  this  period,  it  has  been  necessary  for  me  to  employ  help 
almost  constantly,  and  along  with  the  medical  expense  it  has  been 
a great  financial  drain.  But  the  greatest  problem  has  been  the 
emotional  reaction.  I really  don't  know  how  I could  have  managed 
to  live  through  these  years  if  it  hadn't  been  for  our  Georgia 
Chapter.  I 've  learned  so  much  from  sharing  experiences  with  other 
members;  and  more  than  that,  it  has  given  me  so  much  moral 
support . 

From  my  experience  with  Huntington's  disease,  I would  say 
that  one  of  the  greatest  helps  to  patients  and  their  families 
would  be  for  doctors  to  have  a more  encouraging  attitude  toward 
the  patient.  Tell  him  to  continue  doing  as  much  as  he  could  as 
long  as  possible  and,  above  all,  advise  genetic  counseling  for 
all  the  family.  If  necessary,  assist  them  in  obtaining  this  help. 
He  should  also  stress  the  importance  of  physical  therapy  and  even 
speech  therapy.  I intend  to  do  all  I can  to  further  the  goals 
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of  our  organization  and  firmly  believe  we'll 
in  obtaining  the  results  we  seek.  We  have  2 
daughter  who  are  at  risk.  I want  to  believe 
more  help  for  them  if  they  do  become  victims 
disease. 


make  great  strides 
sons  and  a grand- 
that  there  will  be 
of  this  dreadful 
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ARONSON:  Thank  you  very  much,  Mrs.  Davis.  Any  questions? 

GUTHRIE:  Only  to  say  I'm  so  happy  to  hear  again  that  there 

are  people  with  Huntington's  disease  who  are  living.  Your  story 
is  so  important  and  so  encouraging.  Thank  you. 

ARONSON:  Dr.  Robert  Brown?  Thank  you.  Dr.  Brown. 

TESTIMONY  OF 
ROBERT  BROWN,  M.D. 

ASSISTANT  PROFESSOR  OF  PSYCHOLOGY 
GEORGIA  STATE  UInIIVERSITY 

DROWN:  Thank  you.  Dr.  Aronson.  I feel  that  what  I have  to 

offer  the  Commission  is  going  to  be  quite  redundant,  and  it  has 
been  well  bound  up  in  the  presentations  by  Mr.  Lantrip,  Dr.  Still, 
and  Mrs.  Davis.  However,  since  I spent  some  time  doing  it,  we'll 
go  ahead  and  offer  what  I have. 

ARONSON:  Please. 

BROWN:  I am  pleased  to  be  able  to  present  to  the 

distinguished  members  of  the  Commission  a statement  concerning 
my  perception  of  the  psychological  effects  of  Huntington's 
disease  on  the  victims  and  their  families  and  of  the  services 
which  such  families  may  require.  My  qualifications  for  speaking 
to  the  topic  are,  first,  that  my  spouse  is  at  risk  for  Hunt- 
ington's disease;  and,  secondly,  I am  an  assistant  professor  of 
psychology  at  Georgia  State  University.  The  former  qualification 
may  be  of  greater  import  than  the  latter.  I realize  the  need  for 
brevity  concerning  such  a presentation  and  consequently  plan  to 
take  only  a few  minutes  to  present  my  views,  leaving  more  time 
for  questions  from  the  Commission. 

I do  not  feel  highly  qualified  to  speak  from  the  at-risk  or 
victim's  point  of  view  since  I am  neither  a victim  nor  at  risk. 

I feel  very  qualified  to  speak,  however,  as  the  spouse  of  such 
an  individual.  As  a result  of  such  a position,  my  main  area  of 
concern  is  with  the  effect  on  the  family  which  this  disease  can 
have.  Perhaps  the  most  severe  trauma  is  that  of  ambiguity.  It 
is  known  that  ambiguous  states  do  much  to  contribute  to  anxiety. 
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The  peculiar  nature  of  Huntington's  disease,  as  you  well  know,  is 
that  the  symptoms  which  confirm  the  disease  are  long  in  mani- 
festing themselves;  there  may  be  years  of  uncertainty.  As  the 
years  which  have  been  demarcated  for  the  appearance  of  the  disease 
approach,  the  level  of  anxiety  heightens,  leading  to  behavior 
patterns  demonstrative  of  depression,  mania,  or  both.  I suppose 
the  best  analog  is  Dr . Elisabeth  Klibler-Ross ' theory  concerning  the 
acquisition  of  knowledge  concerning  death  or  incurable  illness: 

The  initial  response  is  denial  followed  by  anger  which  is,  in 
turn,  followed  by  depression  with  a final  stage  of  acceptance. 
Given  the  long-term  nature  of  Huntington's  disease,  both  in  its 
appearance  and  final  result,  the  likelihood  is  that  this  series 
of  events  occurs  in  a cycle  interspersed  with  periods  of  "unaware- 
ness" (given  the  individual's  defense  system  strength).  It  is 
during  these  periods  of  depression  and  anger  that  the  individual 
and  the  family  may  require  the  greatest  amount  of  support  even 
though  the  family  may  not  actively  seek  it  during  this  changeable 
time.  Often  times  the  immediate  family  is  precluded  from  pro- 
viding the  needed  support  because  of  their  closeness,  both 
physically  and  emotionally,  to  the  victim.  The  need  must  then 
be  met  by  those  outside  the  family,  a task  once  reserved  for 
close  friends  and  ministers,  but  which  has  been  preempted,  in 
part  at  least,  by  clinical  psychologists. 

The  range  of  needs  is  great  since  all  family  members  may  be 
involved.  Particularly  is  this  true  in  the  decisions  which  must 
be  made  concerning  any  natural  progeny  which  are  involved.  Are 
the  children  to  be  told  or  not?  When  do  we  tell  them?  What  do 
we  tell  them?  In  what  way  are  they  to  be  told?  And  what  about 
relatives  of  the  family,  brothers  and  sisters,  who  may  be  un- 
aware of  the  implications  of  the  disease?  How  do  we  tell  them? 

In  what  way,  and  with  what  probable  effect?  Do  we,  if  no 
children  have  yet  been  born,  institute  radical  contraceptive 
measures,  or  do  we  have  children  anyway,  believing  that  40 
normal  years  (with  a 50  percent  chance  of  it  being  more  than  that) 
are  better  than  none?  Should  we  adopt  children  knowing  that 
during  their  adolescence  one  of  the  parents  may  develop  the 
symptoms  of  Huntington's  disease?  How  do  we  treat  a parent  who 
is  suffering  from  Huntington's?  Do  we  take  full  responsibility 
for  their  existence?  Do  we  leave  them  in  control  of  their  lives 
with  all  the  attendant  decisions  to  be  made?  And  how  do  we  deal 
with  the  feelings  of  guilt  and  blame  attendant  with  such  a 
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process?  How  do  we  deal  with  the  notions  of  suicide,  with 
contracting  for  " self-termination , " with  the  spouse-victim? 

These  are  only  a few  questions  which  need  resolution.  The  most 
difficult  aspect  of  this  is  that  there  is  a strong  possibility 
that  these  questions  will  linger  and  will  be  approached  over  and 
over  again  between  the  time  the  individual  discovers  he  or  she  is 
at  risk  and  the  time  he  is  convinced  he  has  been  spared.  The 
years  in  between  can  be  a severe  test  of  the  family  structure. 
These  are  the  years  when  families  have  a great  need  for  access 
to  all  aspects  of  counseling  that  can  be  made  available. 

When  I speak  of  counseling,  I refer  not  only  to  psychological 
assistance,  but  to  a more  integrated  approach  involving  a total 
care  system  where  genetic,  medical  and  physical  counseling  are 
provided.  In  this  age  of  specialization  it  is  likely  that  more 
than  one  professional  will  be  involved.  On  the  assumption  that 
a family  member  is  diagnosed  positively,  the  need  for  counseling 
is  further  amplified.  These  are  needs  related  to  counseling  as 
to  appropriate  care  for  the  victim  and  for  support  for  the  family 
when  it  is  clear  that  the  family  has  neither  the  resources  nor  the 
expertise  to  continue  to  provide  care.  The  trauma  of  separation 
from  a family  member,  or  of  institutionalizing  that  member,  may 
be  akin  to  sentencing  him  or  her  to  prison,  to  "death  row,"  so  to 
speak,  and  the  attendant  emotions  of  anger,  guilt,  shame  and 
depression  need  to  be  attended  to.  It  is  clear  that  Huntington's 
disease  requires  of  families  strengths  and  solidarity  akin  to 
that  needed  in  cases  of  severe  mental  illness,  retardation  or 
criminal  behavior  of  one  of  the  family  members. 

I can  draw  another  analog,  if  you  will  permit  me,  between 
the  way  Huntington's  disease  is  handled  and  a recent  television 
program  on  death  and  the  variety  of  ways  in  which  the  knowledge 
of  terminal  cancer  was  dealt  with.  In  those  instances  which 
allowed  the  victim  dignity  and  worth,  the  family  was  strengthened 
by  ties  of  affection  and/or  duty,  but  primarily  affection.  In 
one  case,  the  victim's  wife  was  finally  able  to  verbalize  her 
anger  at  being  deserted  by  the  victim,  leaving  her  with  total 
responsibility  for  the  family.  In  the  case  of  families  of 
Huntington's  disease,  these  feelings  have  time  to  grow  and 
strengthen  since  the  spouse  continues  to  be  responsible  to  the 
victim  who,  although  living,  may  not  be  able  to  help  bear  the 
load  of  that  responsibility.  The  feelings  of  guilt,  shame  and 
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lowered  self-concept  engendered  in  both  the  victim  and  others  may 
require  strong  intervention  to  allow  the  family  to  maintain  a 
sense  of  dignity  and  worth. 

I realize  that  these  comments  have  been  brief,  and  that  I 
may  have  provided  you  with  more  questions  than  resolutions.  How- 
ever, I want  to  state  as  simply  as  I can  my  belief  that  we  are 
dealing  with  only  a portion  of  the  problem  when  we  concern  our- 
selves with  the  victim  only,  and  that  the  entire  family  must  be 
taken  into  consideration.  From  research  and  support  for  this 
larger  area  we  can  develop  methods  and  practices  which  would 
generalize  to  the  treatment  of  any  trauma  of  long-term  nature. 

I thank  you  for  your  attention  and  am  open  to  any  questions 
you  may  have. 

ARONSON:  Thank  you.  Dr.  Brown.  Marjorie? 

GUTHRIE:  No  questions,  just  to  say  thank  you  because  I 

think  what  you've  said  is  so  pertinent.  I'm  very  interested  in 
one  thing  that  no  one  else  has  said  before,  and  that  was  the  fact 
that  you  have  these  cycles;  that  you  can  go  along  and  then 
suddenly  have  this  unaware  period.  That  has  not  been  mentioned, 
and  I do  think  that's  a very  important  part  of  our  problem. 

BROWN:  Thank  you.  Dr.  Aronson. 


2-536 


Atlanta,  Georgia 


October  21,  1976 


ARONSON:  Martha  Thompson. 

TESTIMONY  OF 
MARTHA  THOMPSON 
GEORGIA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

THOMPSON:  Well,  to  begin  with,  until  about  four  years  ago 

I'd  never  heard  of  Huntington's  disease.  My  husband's  mother  had 
been  sick  for  a long  time.  She  acted  like  she  was  nervous.  She 
had  tics  in  her  face  (what  I would  call  a tic) , facial  movements 
and  grimaces.  She  walked  strangely.  She  had  been  to  doctor  after 
doctor  (medical  doctors,  neurologists),  just  anything  that  any- 
body recommended,  without  much  success  in  finding  out  what  she 
had.  This  went  on,  oh,  maybe  eight  years. 

They  moved  from  California  to  New  Mexico.  They  began  the 
same  round,  from  doctor  to  doctor.  There,  a neurologist  recog- 
nized her  symptoms  and  made  a diagnosis  of  Huntington's  disease. 

Of  course,  my  father-in-law  had  no  idea  what  it  was.  He'd  never 
heard  of  it.  It  had  never  been  mentioned  to  him  before  that  this 
was  in  her  family.  They  had  been  told  that  her  mother  had  died 
in  a mental  institution,  but  with  pneumonia.  There  was  never 
any  mention  of  Huntington's  disease. 

There  is  my  husband,  and  he  has  a brother  and  sister.  It  was 
quite  a shock  to  the  brother  and  sister  as  well  to  find  out  what 
their  mother  had.  When  we  were  told  about  this  (they  told  me 
basically  that  it  was  hereditary) , the  first  thing  I thought  about 
was  what  to  do  about  my  children.  I called  our  pediatrician,  and 
he  said,  "What  I know  about  it  could  be  put  in  a paragraph." 

This  is  just  what  he  knew.  I went  to  the  library  and  read  the 
paragraph  he  was  talking  about.  It  was  a very  terrible  thing  to 
read;  just  a very  short  paragraph,  but  all  it  could  spell  out  is 
just  doom. 

We  began,  then,  to  sort  of  search  around  for  somewhere  to 
get  some  help,  somebody  to  help  educate  us  about  Huntington's 
disease.  We  found  Dr.  Falek  here  with  the  Georgia  Chapter,  and 
we  began  coming  there,  which  has  helped  a lot  to  have  other 
people  who  know  a little  bit  about  it,  maybe. 
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But  the  thing  is  now  I watch  my  husband  daily.  I don't  want 
to,  but  I do. 

GUTHRIE:  Martha,  we  all  do.  It's  important  that  you  tell 

your  story.  It  helps  us. 

THOMPSON:  He  watches  himself.  My  children  know  about  it; 

they're  aware  of  what  can  happen.  I have  a 20 -year  old,  a 19-year 
old,  a 17-year  old,  a 14-  and  an  11-year  old.  They  do  know  about 
Huntington's  disease,  and  they  worry.  I try  at  home  to  keep  it  to 
a minimum,  not  to  force  it  on  them,  but  I do  feel  that  they  should 
be  aware.  They're  at  the  age  now  when  they  could  marry,  if  any- 
body would  want  them  if  they  knew  what  their  future  could  bring. 

But  they  do  have  the  option,  if  they  marry,  of  whether  or  not  to 
have  children.  So  many  of  us  didn't  have  that  option.  I had  all 
of  my  children  without  any  knowledge  of  what  I was  doing.  I can't 
say  that  I wouldn't  have  had  them  anyway;  but  it  would  have  been 
so  much  better  to  know  what  you  were  facing  when  you  had  these 
children. 

I just  think  that  now,  if  we  can  educate  our  doctors  and  the 
public  of  what  Huntington's  disease  is.  Let  there  be  places  for 
us  to  go  for  help.  Let  there  be  people  to  talk  to  us  to  try  to 
make  our  burdens  lighter.  Help  us  with  nursing  facilities.  They 
don't  belong  in  mental  institutions.  They  need  people  who  under- 
stand their  problems,  to  help  them  cope  with  their  problems.  They 
can  have  so  many  more  productive  years  than  they  have  had  before 
if  they'd  just  have  somebody  to  help  them. 

There  needs  to  be  research  done  for  Huntington's  disease. 

I just  can't  believe  that  it's  hopeless.  I can't  accept  that  it's 
hopeless,  not  with  what  people  know  today.  So,  I just  think  that 
if  we  have  help  right  now  in  coping  with  the  problems,  if  we  have 
speech  and  physical  therapists  to  help  the  people  with 
Huntington's  disease,  and  if  the  doctors  know  about  it,  and  if 
the  public  knows  about  it,  it  helps  you  if  people  are  aware  of 
what  your  problem  is.  It's  so  much  easier  to  face  when  you  have 
other  people  to  talk  to  about  it.  Of  course,  then,  too,  when  they 
get  to  the  stage  that  I think  Dr.  Still  referred  to  as  stage  three, 
have  some  place  for  them  to  go  to  be  cared  for,  and  let  them  have 
their  dignity.  Don't  just  put  them  away.  I think  this  is  all  I 
have  to  say. 
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ARONSON:  Thank  you  very  much. 

GUTHRIE:  Thank  you.  Thank  you  very  much. 

THOMPSON:  Thank  you. 

ARONSON:  Dr.  Yoshio  Takei,  who  is  Associate  Professor  at 

Emory  University  School  of  Medicine,  and  Director  of  Neuro- 
pathology. Dr.  Takei. 


TESTIMONY  OF 
YOSHIO  TAKEI,  M.D. 

DIRECTOR  OF  NEUROPATHOLOGY  LABORATORIES 
EMORY  UNIVERSITY  SCHOOL  OF  MEDICINE 

TAKEI:  Thank  you.  Dr.  Aronson,  members  of  the  Commission: 

I have  been  listening  to  the  previous  testimonies,  and  I'm  a 
little  bit  depressed.  As  a basic  scientist,  I have  to  talk  about 
the  cells  and  tissues  and  the  organs,  which  might  be  slightly  away 
from  the  humanity.  But,  at  the  same  time,  I try  to  encourage  the 
people  in  the  audience  that  it  is  not  only  the  patients,  the 
families,  the  nurses,  or  the  clinical  physicians  who  try  to  fight 
Huntington's  disease,  but  also  basic  scientists  like  myself. 

The  main  interest  in  my  life's  work  is  that  I try  to  find  the 
true  cause  of  Huntington's  disease. 

The  basic  neuropathologic  process  of  Huntington's  disease  is 
a slowly  progressive  loss  of  the  nerve  cells  in  the  caudate 
nucleus.  Most  of  the  current  research  activities  that  are  con- 
sidered to  be  directly  related  to  Huntington's  disease  are  on  the 
caudate  nucleus  in  terms  of  pathophysiology,  neuro pharmacology 
or  biochemistry.  Unfortunately,  unless  the  exact  cause  of  this 
everlasting,  slowly  progressive  nerve  cell  death  is  elucidated, 
it  is  impossible  for  us  to  conquer  the  disease.  To  study  this 
basic  pathologic  process,  one  needs  a pertinent  animal  model  or 
laboratory  tissue,  such  as  cultured  cell  lines.  Because  Hunt- 
ington's disease  involves  one  of  the  most  sophisticated  organs 
of  the  body,  the  brain,  many  attempts  have  been  made  to  create  a 
disease  model  using  primates.  It  is  very  expensive.  Even  though 
one  could  create  a lesion  in  the  caudate  nucleus  in  those  animals, 
it  is  usually  an  acute  lesion,  and  thus,  strictly  speaking,  such 
primate  models  are  not  relevant  to  the  study  of  the  basic 
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pathologic  process  of  Huntington's  disease  in  terms  of  chronicity. 
Scientifically,  a creation  of  chronic  disease  model  in  primates 
may  be  possible.  Economically,  I do  not  think  it  is  feasible. 

How  much  would  it  cost  to  keep  dyskinetic  monkeys  alive  for  a long 
period  of  time? 

To  solve  this  problem,  one  must  open  his  or  her  mind  and  look 
at  Huntington's  disease  from  a distance;  and  from  there,  take  a 
step  towards  a scientifically  logical  and  economically  feasible 
approach.  The  slowly  progressive  nerve  cell  loss  is  a basic 
pathological  process  not  only  found  in  Huntington's  disease,  but 
also  other  neurological  diseases,  such  as  Parkinson's  disease, 
Friedreich's  ataxia,  amyotrophic  lateral  sclerosis,  etc.  They 
are  akin  to  each  other  and  only  differ  in  the  main  site  of  in- 
volvement in  the  central  nervous  system,  thereby  exhibiting 
different  clinical  symptoms  and  signs.  It  is  also  related  to 
aging  of  the  central  nervous  system.  Thus,  it  is  a logical 
approach  to  select  any  systems  in  the  brain  to  study  this  basic 
pathologic  process. 

We  have  been  studying  the  optic  system  for  this  purpose. 
However,  when  we  applied  for  a support,  to  our  scientific  dis- 
appointment, but  reasonably  so,  the  application  has  gone  to  the 
Eye  Institute  instead  of  Neurologic  Institute,  even  though  the 
title  of  the  project  is  "An  Experimental  Approach  to  the  System 
Degeneration  of  the  Central  Nervous  System." 

To  enhance  physical  accessibility  safely  to  the  deep  gray 
structure  of  the  brain,  we  have  developed  a fiber-optic  nerve 
device.  Although  there  are  many  possibilities  to  apply  this 
equipment  to  clinical  as  well  as  basic  research  of  the  caudate 
nucleus,  funds  to  support  our  effort  to  improve  this  device  have 
been  limited  due  to  the  reluctantness  of  the  company  who  makes 
this  because  of  poor  merchandise  value  of  the  equipment. 

I understand  there  are  many  foundations  or  interested  groups 
to  support  research  efforts  related  to  individual  diseases,  such 
as  Huntington's  disease,  Parkinson's  disease,  or  amyotrophic 
lateral  sclerosis.  What  is  needed  is  a consolidated  agency  that 
would  evaluate  and  support  basic  research  efforts  relevant  to 
all  of  these  neurodegenerative  diseases  of  the  middle-aged.  I 
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think  this  is  scientifically  and  economically  more  efficient 
strategy  to  attack  the  existing  problems. 

ARONSON:  Thank  you.  Dr.  Takei . Mrs.  Guthrie. 

GUTHRIE:  I don't  know  if  you  were  in  the  room,  but  Mr. 

Lantrip  said  in  his  testimony  that  he  felt  it  was  vital  that  we 
use  private  funds  to  get  Federal  assistance  for  research,  since 
that's  where  the  millions  of  dollars  are.  I happen  to  agree  with 
him,  and  we're  trying  very  desperately  to  do  that.  We  would  hope 
that  you  would  resubmit  your  proposal.  Let's  see  to  it  that  we 
fight  together  to  get  the  kind  of  Federal  funds  that  are  needed 
(because  we  know  it's  in  the  millions)  to  get  you  the  kind  of 

support  that  you  would  need  for  your  work.  I think  we  are  all 

interested  in  that  approach,  because  we  really  can't  raise  enough 
money  in  private  funds  to  support  what  you  and  your  colleagues 
would  need.  We  have  a lot  of  people  in  this  room  who  feel  that 
way,  and  I think  that  we  would  make  every  effort  to  do  so.  So 

you  keep  at  your  work,  please,  and  do  submit  again. 

TAKEI:  Yes,  we  will  try.  This  is  my  job,  to  try  everyday. 

There  are  multiple  foundations  and  interested  groups.  I think  if 
you  fragment  the  funds,  and  even  the  emotional  efforts,  really,  the 
outcome  will  be  very  procrastinated.  One  of  the  things,  really, 
is  to  combine  those  together.  You  mentioned  previously  how  to 
educate  the  public.  What  is  the  relation  between  Huntington's 
and  Parkinson's?  They  may  not  understand. 

GUTHRIE:  Yes.  We  need  help  in  that  area. 

TAKEI:  I'll  give  you  a suggestion.  For  instance,  if  we  can 

apply  the  whole  thing  under  the  category  of  neurodegenerative 
disease  of  middle  age.  It's  like  cancer.  Parkinson's  disease 
is  like  a cancer  in  the  lung.  Huntington's  and  chorea  are  like 
cancer  in  the  uterus.  They  are  in  the  same  category.  I'm  sure 
that  anybody  would  understand  that  the  fund  for  uterine  cancer 
and  lung  cancer  should  not  be  divided,  but  that  this  is  under  the 
category  of  cancer  research.  I think  that's  analogous. 


2-541 


Atlanta,  Georgia 


October  21,  1976 


ARONSON:  May  I respond  to  that,  Yoshio?  It  was  not  the 

intent,  nor  is  it  the  intent,  of  the  Commission  to  confine  its 
recommendations  to  the  investment  of  Federal  funds  explicitly 
and  only  in  Huntington's  disease.  We  are  deeply  aware  of  the 
fact  that  Huntington's  disease  is  one  of  a family  of  disorders; 
and  that  indeed  the  greatest  advance  may  come  from  some  research 
work  in  Parkinson's  disease. 

We  are  concerned  that  the  Federal  Government  look  more  at 
chronic  neurologic  disease,  particularly  those  disorders  which 
are  genetically  transmitted,  and  Huntington's  disease  we  regard 
as  a prototype,  and  I think  perhaps  one  of  the  most  important, 
if  not  the  most  important  in  this  category.  We  mention  it,  but 
with  the  clear  understanding  that  we  will  support,  and  warmly  so, 
any  investigative  effort  into  chronic  neurologic  disease.  I 
would  prefer  not  to  use  the  word  "degenerative,"  but  you  know  what 
I mean,  those  that  are  of  an  inherited  quality.  I think  we  are 
in  essential  agreement  on  this. 

TAKE I : I think  that  we  all  have  an  open  mind.  An  open  mind 
is  like  a parachute:  You've  got  to  have  the  whole  thing  in  order 
for  it  to  be  functional. 

ARONSON:  Thank  you  very  much.  Mr.  Arthur  Casey? 
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TESTIMONY  OF 
ARTHUR  CASEY 

CHARLESTON,  SOUTH  CAROLINA 

CASEY:  First,  I'd  like  to  take  the  opportunity  to  thank  the 

Commission  for  allowing  me  the  privilege  of  giving  testimony 
today.  My  name  is  Arthur  Casey.  I am  on  active  duty  in  the 
United  States  Navy,  in  Charleston,  South  Carolina,  at  the 
(inaudible)  Warfare  Training  Center,  Engineering  Department. 

I'm  married,  and  have  three  children.  One  son  is  22  years 
of  age.  He  is  my  step-son;  he  does  have  Huntington's  disease. 

I have  two  daughters,  one  17  and  one  18.  To  give  you  a little 
bit  of  background,  Ronny's  genetic  father,  my  wife  divorced  him 
when  Ronny  was  one  year  of  age,  and  we  have  not  seen  or  heard 
from  him  since,  so  we  had  no  idea  that  the  disease  was  in  the 
family.  I might  also  add  right  now  that  we're  very  lucky  because 
I'm  not  at  risk, * my  wife's  not  at  risk,  and  neither  are  my  two 
daughters . 

Ronny  had  a very  normal  childhood.  He  did  all  the  things 
that  children  do  from  the  age  of  two  (when  I married  his  mother) 
till  about  the  age  of  ten.  He  played  Little  League  ball,  every- 
thing. He  was  a fine,  good-looking  young  man.  Then,  at  the  age 
of  ten,  he  started  having  some  difficulties,  small  things.  It 
came  out  through  the  school  counselors,  "Something's  wrong,"  a 
character  disorder,  or  this  type  of  thing,  behavioral  problems. 

While  on  recruiting  duty  in  San  Antonio,  Texas,  (when  he  was 
approximately  12  years  of  age) , he  started  running  away.  I 
thought  maybe  because  he  was  coming  into  puberty  that  this  might 
be  a problem.  I didn't  consider  it  unreasonable.  He  ran  away 
numerous  times.  He  got  in  trouble  with  the  law.  He  stole 
several  vehicles  (and  destroyed  two  or  three) . It  became  quite 
a financial  burden  on  the  family. 
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Finally,  when  he  was  about  14  years  of  age,  he  had  gotten 
into  enough  trouble  that,  in  front  of  a judge,  I said  I'd  have 
him  admitted  to  the  Santa  Rosa  Hospital,  psychiatric  ward,  for 
observation  and  diagnosis.  At  this  time,  he  was  under  Dr. 

Moon's  care,  and  he  spent  from  August  to  December  of  '69  in 
the  Santa  Rosa  Hospital.  It  was  determined  that  he  had  a 
character  disorder,  possibly  schizophrenia.  He  was  admitted  to 
the  Timberlawn  Sanitarium,  in  Dallas,  Texas,  in  December  of  1969, 
and  he  remained  there  until  November  of  1970. 

From  there,  we  transferred  to  Rota,  Spain,  so  we  took  Ronny 
with  us.  While  in  Spain  he  seemed  to  function  fairly  well, 
keeping  in  mind  that  we  thought  that  he  was  mentally  ill.  But 
he  seemed  to  be  doing  pretty  good  at  this  time.  A bad  mistake  was 
made,  possibly,  on  our  part.  Ronny  joined  the  Marine  Corps,  and 
was  in  the  Marine  Corps  for  approximately  a week.  He  ran  away 
from  Parris  Island,  stole  a vehicle,  spent  about  three  months  in 
jail,  and  was  given  an  Undesirable  Discharge  from  the  Marine 
Corps . 

Later  on,  from  March  of  '72  to  April  of  '73,  he  was  admitted 
to  the  Villa  Rosa  Hospital,  in  San  Antonio,  Texas,  under  the  care 
of  Dr.  Donovan;  from  there  (from  April  to  August  of  '73),  to  the 
Medical  University  Hospital,  in  South  Carolina.  It  was  recom- 
mended by  Dr.  Donovan  that  he  be  sent  to  Boston,  to  a Dr. 
Ballantine,  for  a [singulotomy ] operation.  With  the  Air  Force 
to  fly  us  up  there,  I spent  two  weeks  there  with  him,  and  a 
[singulotomy]  operation  was  performed  on  Ronny  at  this  time. 

It  wasn't  too  bad.  I didn't  see  any  definite  change  in  him. 

From  there,  he  was  readmitted  to  the  Villa  Rosa  Hospital 
from  October  to  December  of  '73.  From  February  to  December  of 
'74,  he  was  admitted  to  the  San  Antonio  State  Hospital. 

Ironically  (at  this  time  we  didn't  know  it),  Ronny ' s grandfather 
had  died  in  that  hospital  in  1947,  but  they  didn't  put  the  two 
together.  Ronny  still,  they  think,  just  has  a mental  disorder. 
From  December  of  '74  to  June  of  '75,  after  he  ran  away  from  the 
San  Antonio  State  Hospital,  he  was  picked  up  in  Louisiana  in 
real  bad  shape,  and  he  spent  that  time  in  Jackson,  Louisiana. 
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We  had  Ronny  transferred  from  there  to  South  Carolina  State 
Hospital  in  June  of  1975.  While  there,  he  was  transferred  to  the 
William  S.  Hall  Institute,  where  Dr.  Still  at  this  time  made  the 
determination  that  Ronny  had  Huntington's  disease.  I might  add 
that  while  he  was  at  William  S.  Hall — I have  nothing  but  the 
highest  regard  for  the  William  S.  Hall  Institute — he  was  trans- 
ferred back  to  the  South  Carolina  State  Hospital,  because  they're 
only  allowed  to  stay  at  the  William  S.  Hall  Institute  for  a 
minimum  period  of  time. 

Recently,  in  September,  we  transferred  Ronny  to  Duke 
University  Medical  center,  in  Durham,  North  Carolina,  where  he's 
being  treated  right  now.  They  just  notified  us  the  other  day  to 
come  and  get  him.  But  they  said  wait  for  a couple  of  weeks,  and 
they'll  try  to  find  a nursing  home  for  him.  Keeping  in  mind  that 
Ronny ' s 22  years  of  age  and  a mental  and  physical  patient,  I 
don't  know  of  anyplace  for  him  to  go. 

Ronny  was  treated  for  a character  disorder  and  various  other 
medical  problems,  but  was  never  considered  to  be  physically  ill 
during  the  period  between  August  of  '69  and  June  of  '75.  It  is 
estimated  that  the  Federal  Government  and  the  state  governments 
(and  that's  including  CHAMPUS)  paid  in  excess  of  $100,000,  and 
our  personal  expenses  were  in  excess  of  $20,000  during  that 
period,  ^or  treating  him  for  a mental  disorder,  not  Huntington's 
disease.  A classic  case  of  not  being  able  to  diagnose. 

I believe  we  bad  seven  areas  in  the  letter  that  was  sent  to 
me  by  the  Commission  to  expound  on.  Care  for  patients:  Care  in 

private  institutions  was  very  good,  but  in  the  state  institutions 
is  real  bad,  generally  speaking.  In  state  hospitals  Ronny  is 
exposed  to  mental  patients  who  are  not  physically  ill,  and  many 
are  awaiting  court  actions  for  crimes  committed.  It  is  impossible 
to  keep  Ronny  in  civilian  clothes  and  shoes.  They  are  either 
stolen  or  he  gives  them  away,  including  the  spending  money  we 
leave  him. 

Under  normal  circumstances,  when  we  visit  Ronny  at  the 
state  hospital,  in  Columbia,  South  Carolina,  he  is  barefooted, 
has  dirty  clothes  on,  is  unshaven,  and  needs  a haircut.  When 
Ronny  was  transferred  from  Columbia  State  Hospital  to  William 
S.  Hall  Institute  for  testing  and  evaluation,  he  gained  22  pounds 
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during  the  six-week  period.  When  transferred  back  to  Columbia 
State  Hospital  he  lost  this  weight  within  two  months. 

The  next  category  is  need  of  families;  We  need  to  know, 
very  much,  that  Ronny  is  getting  adequate  treatment.  The  mental 
anguish  we  suffer,  knowing  he  can't  care  properly  for  himself,  is 
beyond  explanation. 

The  next  category  is  therapy  for  patients:  Ronny  needs 

trained  personnel  who  realize  that  even  though  he  can't  talk  and 
be  understood,  he  still  is  as  capable  of  understanding  and 
feeling  and  hurting  (physically  and  mentally)  as  any  normal 
person.  He  needs  to  know  that  the  facility  he  is  in  cares  about 
him  personally,  and  that  they  do  not  consider  him  a burden  that 
they  would  like  to  rid  themselves  of  at  the  first  opportunity. 

The  next  category  was  counseling  for  the  entire  family:  In 

Ronny 's  case,  we,  as  a family,  are  very  fortunate  in  that  Ronny 
is  my  step-son  and  the  Huntington's  disease  comes  from  his 
biological  father's  side  of  the  family.  But,  my  God.  I can't 
imagine  how  I could  possibly  tolerate  the  feelings  I would  have 
if  Ronny  were  my  biological  son. 

The  next  category  was  the  ability  of  doctors  to  diagnose 
the  disease:  I honestly  believe  that  the  average  doctor  cannot 

diagnose  the  disease,  and  most  have  a poor  understanding  of  the 
disease. 

My  personal  experiences : Because  my  family  and  I did  not 

know  that  Ronny  had  Huntington's  disease  until  he  was  21  years 
old,  we  suffered  every  emotional  feeling  that  one  can  imagine 
and  spent  numerous  hours  in  family  therapy  trying  to  determine 
where  we,  as  parents  and  as  a family,  had  failed.  Because  of 
Ronny 's  mental  condition,  we  tried  numerous  approaches  to 
produce  an  atmosphere  that  would  help  him  overcome  his  mental 
problems  and  allow  him  to  function  in  a normal  society.  Little 
did  we  realize  that  his  mental  condition  would  steadily 
deteriorate. 

The  last  category,  I believe,  is  support  for  research  and 
training.  We  must  have  research  and  training.  It's  not  a 
question  of  whether  we  need  it,  it's  the  question  of  whether  we 
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can  afford  not  to  have  it.  I strongly  feel  that  because  we  do 
not  have  adequate  facilities  for  constant  research  and  training 
and  adequate  facilities  for  long-term  care,  that  much  more  money 
is  expended  in  vain'  without  reasonable  returns  on  the  money  spent. 

I,  my  family,  and  my  friends  beg  you — yes,  beg  you — from  the 
bottom  of  our  hearts  to  strongly  consider  the  testimony  you  have 
witnessed  here  today  and  act  with  the  utmost  expediency,  as  we 
know  you  can.  Thank  you,  and  God  bless  you. 

ARONSON:  Thank  you,  sir.  Dr.  VJexler? 

WEXLER:  That  was  extraordinarily  complete  and  very  helpful. 

I hope  we  have  a copy  of  it. 

ARONSON:  Mrs.  Guthrie? 

GUTHRIE:  No  questions,  except  to  say  thank  you  again. 

ARONSON:  Emily  Robinson? 

TESTIMONY  OF 
EMILY  LOVELL  ROBINSON 
GEORGIA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

ROBINSON:  My  name  is  Emily  Robinson.  I'm  an  at-risk  Hunting- 

ton's oerson.  My  mother  died  with  Huntington's  disease  in  1961. 

I have  given  you  written  testimony  about  a lot  of  the  background, 
so  I don't  feel  I need  to  go  through  all  that,  except  to  say  that 
there  are  several  things  that  I would  like  to  recommend: 

We  need  doctors  who  understand  what  we're  coping  with,  as 
family  members,  when  this  diagnosis  is  first  made  to  a family. 

We  were  treated  very  abruptly,  as  if  we  had  a rare  disease,  and 
that  we  were  sort  of  freakish  people  to  have  this  disease.  We 
were  told  definitely  not  to  marry  and  not  to  have  children. 

I'm  a perfect  example  of  one  of  the  people  who  took  that  to 
heart  for  awhile,  and  then  went  through  this  period  of  unawareness 
and  put  it  back  in  my  mind,  because  they  didn't  give  us  any  way 
to  cope,  no  way  to  help  us.  So  there  was  nothing  to  do  but  try 
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to  forget  it.  I'm  married  and  have  four  children,  I'm  happy  that 
I have  the  four  children.  There  may  come  a day  when  I'm  sorry 
that  I have  four  children.  I don't  anticipate  that.  But  it's 
just  a case  of  somebody  laying  down  the  law  to  a person  and 
saying,  "You  should  not  have  any  children."  The  psychological 
aspect:  They  get  the  opposite  of  what  they  want,  because  the 

natural  tendency  of  a person  is  to  say,  "Well,  that's  all  right 
for  awhile."  Then,  pretty  soon  you  think,  "VJho  were  they  to  tell 
me  what  to  do . I'll  live  my  life  the  way  I want  to."  In  other 
words,  what  I'm  saying  is,  we  didn't  get  any  help  in  coping.  I 
have  three  brothers  and  a sister.  They  just  said,  "Go  home  and 
forget  about  it."  You  can't  exactly  forget  about  it,  but  you 
can't  exactly  talk  about  it  because  there's  nothing  to  talk 
about.  In  any  case,  that's  what  I did.  That's  how  I coped  with 
it,  which  some  people  would  call  not  coping  at  all. 

I'd  had  many  problems  during  the  years  (you  have  the  written 
testimony)  trying  to  cope  with  this  in  my  own  mind.  In  1967,  I 
came  across  a very  knowledgeable  and  sympathetic  neurologist  who 
gave  me  some  very  good  advice.  I already  had  three  children  at 
the  time,  but  he  was  the  first  one  I ever  talked  to  who  seemed  to 
understand  what  I was  going  through.  He  said,  "Mrs.  Robinson, 
you  either  have  the  gene,  or  you  don't;  and  you're  either  going 
to  get  the  disease,  or  you're  not.  So  don't  spend  the  rest  of 
your  life  worrying  about  it.  Live  what  you  can  the  way  you  want 
to.  You've  made  a decision  to  have  children.  I wouldn't 
recommend  you  have  any  more."  That's  the  way  he  said  it.  He 
just  didn't  lay  down  the  law.  He  helped  me.  What  you  pay  for 
in  a case  like  that,  it's  something  I knew  already  in  my  own 
mind.  But  it's  the  authority  of  a doctor  telling  you  these 
things,  helping  you  to  see,  helping  you  make  decisions  on  how 
to  live  the  rest  of  your  life. 

We  moved  to  Atlanta  five  and  a half  years  ago.  I didn't 
want  to  get  involved  with  CCHD.  I'd  heard  about  it,  but  I had 
never  known  anyone  else  with  the  disease.  They  made  us  feel  like 
it  was  so  rare  that  probably  only  very  strange  people  had  it  in 
their  families.  But  I was  encouraged  to  come  down  and  meet  with 
some  others,  with  Dr.  Falek.  I've  been  very  active  in  that 
Georgia  Chapter,  and  I've  learned  a lot. 
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What  we  need  is  help  in  coping  with  living  with  the  problems. 
Over  the  years,  the  problems  change.  The  problems  that  I had  at 
15  are  not  the  problems  I have  now.  Now  I'm  44  years  old.  Every 
twitch  that  I get,  every  time  I forget  a telephone  number  or 
forget  a name,  I think,  "Well,  now.  I've  got  several  things  I 
can  blame  it  on.  I can  blame  it  on  maybe  starting  menopause. 

Maybe  I'm  just  so  busy  with  my  family  that  I forget  things," 
because  all  my  friends  say  they  go  through  the  same  thing.  But 
then  there's  that  awful  stabbing  thought  that  comes  and  says, 

"But  it  could  be  Huntington's." 

I'm  going  to  speak  for  another  friend  of  mine  who's  in  the 
same  position  I am  as  an  at-risk,  whose  mother  lived  longer  than 
my  mother  in  the  family  circumstances.  Nobody  explained  to  them 
what  to  expect  from  the  patient,  so  the  family  doesn't  know  how 
to  deal  with  the  patient.  It's  disturbing  to  the  family.  The 
families  need  help  to  understand  what's  going  on  with  someone  who 
has  Huntington's  disease  and  how  to  cope  with  them  the  best  they 
can . 


Another  thing  I'd  like  to  end  with,  I would  feel  a lot 
better  knowing  that  if  I have  Huntington's  disease  there  would  be 
a place  like  we've  talked  about  at  other  times,  a place  that  has 
research  going  on  that  I could  participate  in,  where  I'd  get  good 
health  care,  where  my  family  would  no+-  h?^ve  to  f^^el  guilty  about 
sending  me  there.  (My  mother  died  in  a state  mental  institution, 
in  Michigan,  and  was  there  for  11  years  before  she  died.  It  was 
a horrible  situation.)  I would  like  to  recommend  to  you  that  we 
need  a place  for  good  care,  where  neurologists,  geneticists, 
psychologists,  all  these  people  who  are  going  to  be  able  to  help 
us  to  cope,  can  learn  from  the  families,  can  learn  from  the 
patients;  and  yet,  the  patients  can  get  good  care  at  the  same 
time.  That's  all  I have  to  say  today.  Thank  you. 


GUTHRIE : 
had  your  first 

ROBINSON: 

GUTHRIE : 

ROBINSON: 


I wanted  to  ask,  Emily,  how  old  were  you  when  you 
child? 

Twenty -seven . 

You  had  this  information  all  along... 

All  those  years. 
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GUTHRIE:  ...and  you  still  felt  comfortable  at  27. 

ROBINSON:  I did.  I was  thinking  of  what  Martha  said  about 

if  she  had  known.  Knowing  isn't  the  whole  answer,  you  see. 

Knowing  in  your  head  is  one  thing;  knowing  in  your  heart  is 
something  entirely  different.  I knew  it.  After  my  second  child 
I had  severe  depression,  and  it  was  all  from  the  anxiety,  and 
went  through  a very  bad  time.  I was  positive  at  that  time  (I  was 
29  years  old)  that  I had  Huntington's  disease  and  was  going  to  be 
sent  off  to  the  hospital,  never  to  return,  just  like  my  mother. 

GUTHRIE:  You're  how  old  now? 

ROBINSON:  Now  I'm  44. 

GUTHRIE:  You've  done  pretty  well  since,  haven't  you? 

ROBINSON:  I had  a great  deal  of  help  from  a very  sympathetic 

and  understanding  obstetrician  who  consulted  a neurologist  and  got 
all  the  information  he  could;  and  then  a very  understanding  and 
helpful  husband.  Support  from  people  who  care  makes  all  the 
difference  between  living  with  it  and  just  not  being  able  to  live 
with  it. 

ARONSON:  That's  the  coping.  Nancy? 

WEXLER:  I'd  like  to  ask  you  a very  personal  question,  and 

you  don't  have  to  answer  it,  which  you  know. 

ROBINSON:  Sure.  That's  all  right. 

WEXLER:  When  you  were  advised  not  to  have  children,  how  did 

the  prospect  of  not  having  children  and  not  getting  married  make 
you  feel  about  yourself? 

ROBINSON:  I was  15.  I wasn't  the  least  bit  interested  at 

15  in  getting  married  and  having  children.  So  I very  wisely,  as 
I thought,  said,  "All  right.  The  doctor  says  I shouldn't  do  that. 
I won't  do  that."  So  that  was  it.  I thought  I had  made  up  my 
mind.  Then  I started  dating  in  college,  and  I found  out  that 
maybe  that  might  be  nice  [laughter] . But  it  upset  me  so  badly 
that  I could  not  go  out  with  a boy  for  any  length  of  time.  If 
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he  got  serious  or  if  I liked  him  too  much,  I'd  get  so  sick  to  my 
stomach  every  time  I went  out  with  him  that  I couldn't  eat 
anything,  and  I'd  eventually  have  to  stop  going  with  that  boy. 

Finally,  (because  there  was  a boy  I really  liked,  really 
liked)  a friend  said,  "Listen,  why  don't  you  go  see  the  psychia- 
trist?" (I  was  still  in  college.)  He  was  a very  sweet  psychia- 
trist. I only  had  to  go  to  him  two  times.  I didn't  know  what 
was  wrong  with  me,  but  he  knew  in  two  minutes  what  was  bothering 
me;  I felt  guilty  because  I was  going  against  what  that  doctor 
had  said  way  back  when.  He  helped  me  to  see  what  that  was.  He 
said,  "There  are  50-50  chances,  and  life  is  like  that."  He  made 
me  feel  it  wouldn't  be  so  bad  if  I were  married. 

WEXLER:  What  about  with  the  children? 

ROBINSON:  I talked  it  over  with  my  husband.  The  problem 

with  that  was  my  husband  had  never,  and  has  never  to  this  day, 
seen  a Huntington's  patient.  While  he  knew  the  facts  (just  like 
I had  known  the  facts  in  my  head) , it  was  never  a reality  in  his 
life.  He  never  had  to  really  cope  with  it. 

WEXLER:  Did  he  want  children? 

ROBINSON:  Oh,  yes.  We  both  wanted  the  children. 

ARONSON:  Thank  you  very  much.  Jean  Moody? 

TESTIMONY  OF 
JEAN  MOODY 
GEORGIA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

MOODY:  It  started  for  me  when  I was  about  five  years  old. 

I've  seen  it  all  my  life.  My  grandfather  died  of  it.  They  didn't 
know  what  he  had.  He  was  in  the  Columbia  State  Hospital.  (I 
lived  in  South  Carolina  then.)  He  was  about  40  years  old.  My 
mother  had  it  next,  so  I knew  it  was  something  that  ran  in  the 
family,  but  they  didn't  know  what  it  was.  My  mother's  been  dead 
13  years,  and  she  had  two  sisters  who  died  of  it,  too. 
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How  they  found  out  she  had  it  was  that  she  had  an  accident 
in  a car  and  her  head  went  through  the  windshield,  so  she  had  to 
go  to  the  hospital.  They  found  out  then  that  she  had  some  kind 
of  brain  disease.  They  had  a name  for  it,  but  they  didn't  know 
what  it  was.  They  told  her  then  she  only  had  six  years  to  live. 

We  had  four  children  in  our  family,  and  our  little  brother 
was  three  years  old  then.  It  was  really  hard  to  live  with.  We 
were  buying  a new  home.  We  had  to  sell  our  home  and  sell  every- 
thing we  had.  She  never  got  any  help.  You  couldn't  look  at  her 
and  tell  that  there  was  anything  bad  wrong  with  her.  She  died 
when  she  was  32,  and  she  still  didn't  know.  She  put  herself  in 
a mental  hospital  because  she  was  afraid  she  might  hurt  one  of 
us.  Everybody  kept  telling  us  that  she  was  having  a nervous 
breakdown.  She  died  in  Columbia  State  Hospital,  too.  My  aunt 
died  two  years  ago.  She  was  38.  It  runs  real  young  in  our 
family. 

I got  married  wnen  I was  14  years  old.  I've  had  it  for  about 
three  or  four  years.  I never  thought  that  I'd  have  anything  like 
this.  If  somebody  knew  that  it  was  something  that  runs  in  the 
family,  they  didn't  know  that  it  could  affect  the  children,  or 
anything  like  that.  They  really  didn't  realize  it.  I've  only 
known  about  Huntington's,  the  name  of  it,  for  about  three  or  four 
or  six  years,  something  like  that.  It  hasn't  been  long.  They 
found  out  what  she  had  after  she  died  when  they  did  an  autopsy. 

We  called  down  there  and  got  the  records  and  found  out  it  was 
Huntington's  disease. 

I was  working,  and  I'd  fall  down  a lot  at  work,  and  my 
memory  started  getting  real  bad.  I went  to  the  doctor  and  found 
out  I had  it.  It's  really  hard  to  live  with.  It's  really  a 
shock  to  you,  a 27-year  old  girl.  My  life's  just  starting.  I'd 
like  to  have  more  children.  I've  got  two  children.  My  little 
girl  is  10;  my  little  boy  is  12.  They  know  about  everything, 
all  the  meetings  I go  to.  I don't  lie  to  them  about  anything. 
They  seem  happier  that  way. 

It's  hard  to  say  (for  me  or  anybody),  but  I've  already  got 
it.  There's  nothing  I can  do  about  it.  It's  hard  to  live  with. 
It's  really  a mental  depression.  There's  a lot  of  mental  stress, 
but  when  you've  got  a good  husband  and  two  children — I'd  like  to 
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have  a lot  more  children  and  have  a long  life,  just  like  anybody 
would.  I worry  about  my  children  more  than  I do  about  myself, 
because  I've  seen  it  all  my  life  and  I know  what  to  expect. 

I've  got  a brother,  and  he's  29.  He's  had  it.  He  can't  even 
talk  to  me;  he  can't  walk;  he  falls  down  all  the  time  real  bad, 

I'm  sick  all  the  time.  I can't  sleep;  can't  eat.  I have  head- 
aches, just  the  natural  thing.  I stay  depressed  a lot.  Lots  of 
times  I've  felt  like  killing  myself  (this  is  the  truth),  and  I 
know  everybody  does.  Then  I start  thinking  how  lucky  I am  to  have 
two  children  like  I have  got.  That's  what  keeps  me  going. 
Everybody's  got  mental  depression.  Of  course,  my  life,  in  a way, 
has  been  happier  now  that  I know  what  I've  got.  I know  how  to 
cope  with  it  better  now  than  I did  before.  Every  time  I think 
about  killing  myself,  I think  about  my  children,  how  lucky  I am 
that  I'm  able  to  be  at  home  with  them  instead  of  being  in  a mental 
hospital.  I've  seen  people  there.  I know  what  it's  like.  I know 
one  day  I might  be  there — I don't  know  whether  I will--and  I might 
die  tomorrow;  I might  die  ten  years  from  now. 

It's  hard  to  live  with.  It  really  is  hard.  We're  happier, 
but  it's  hard  for  a husband  to  live  with  you  that  long  and  see  you 
turn  into  something--you  can't  take  care  of  yourself.  I mean,  I 
take  care  of  myself  a lot  at  home,  but  a lot  of  times  I have  to 
stay  in  bed  for  three  or  four  weeks  when  I'm  sick.  I don't  like 
to  lay  in  bed  all  the  time.  My  children  help  me  with  things. 

They  know  about  everything  in  our  family,  and  they  know  about 
their  having  a 50-percent  chance.  They're  a lot  happier  now  that 
they  know  the  truth,  because  I know  what  I've  got.  It's  not 
having  to  look  for  something  that  you  don't  know  about;  at  least 
you  know  what  you  have  got. 

I know  there  won't  be  a cure  (I  don't  think  there  will  be) 
while  I'm  here.  I understand  that.  I know  that.  I do  hope  and 
pray  that  they'll  be  able  to  do  something  for  these  young  chil- 
dren, and  the  older  people,  too,  so  that  they'll  have  a long  life 
and  a happy  life.  If  I could  live  my  life  over  right  now,  I'd 
still  have  my  two  children,  even  if  I knew  what  I do  now.  That's 
what  I think. 

ARONSON:  Thank  you,  Mrs.  Moody. 
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GUTHRIE:  You  say  that  there  won't  be  a cure. 

MOODY:  I don't  think  there  will  be  while  I'm  here. 

GUTHRIE:  Maybe  not,  but  there  are  the  beginnings  of  treatment 

in  your  lifetime.  That's  happened  because  we  have  a lot  of  people 
who  do  care  already.  I'm  sure  that  helps  you.  Your  coming  here 
helps  a lot  of  people,  too,  so  you're  doing  your  part,  just  as 
well.  We  thank  you  for  coming. 

MOODY:  Thank  you. 

ARONSON:  Dr.  Zieburtz? 

TESTIMONY  OF 
ROBERT  ZIEBURTZ,  M.D. 

NEUROLOGIST 

ST.  PETERSBURG,  FLORIDA 

ZIEBURTZ:  Thank  you.  Dr.  Aronson.  I want  to  say  that  when  I 

decided  that  I would  take  the  opportunity  to  speak  before  the 
Commission,  I didn't  know  the  make-up  of  the  Commission  or  the 
audience,  so  I made  my  little  testimony  sort  of  simple  and  non- 
technical instead  of  complicated;  but  I felt,  again,  they  were 
things  that  I really  felt.  I'm  not  involved  myself,  as  far  as 
family  or  the  disease;  but  as  a neurologist,  I'm  certainly 
concerned.  I have  been  involved  with  the  families  and  patients 
in  Alabama,  where  I was  previously  (the  past  four  years) , in 
Birmingham,  at  the  university;  since,  I am  in  St.  Petersburg, 
Florida. 

Statistics  for  ailments  that  are  more  common  indicate,  for 
example,  that  one  out  of  every  four  Americans  will  be  stricken 
with  cancer  during  their  lifetime;  27  million  Americans  will  have 
some  form  of  heart  disease  or  vascular  disease;  and  (in  the  age 
group  of  45  to  64)  about  50  percent  of  all  the  deaths  will  be 
caused  by  cardiac  or  vascular  problems.  These  statistics  are 
very  impressive,  and,  of  course,  we're  all  concerned  about  them. 

We  realize  that  with  the  prevailing  incidence,  the  probability 
of  our  getting  one  of  these  diseases  is  high  for  each  of  us,  and 
higher  still,  of  course,  for  a member  of  our  family. 
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However,  you  could  scarcely  say  that  we  live  in  dread.  We 
tend  to  be  optimistic  and  feel  the  statistics  apply  to  the  other 
person,  the  other  guy,  and  not  to  us  or  our  family.  We  may,  for 
example,  quit  smoking,  or  follow  a little  better  diet,  and  things 
like  that,  to  take  a little  better  care  of  ourselves.  But  we 
expect,  really,  that  we'll  live  a happy,  normal  life,  even  though 
we  know  there's  a chance  of  developing  one  of  these  things. 

Contrast  this,  if  you  will,  with  a substantial  group  of 
Americans  who  realize  from  childhood  that  a cruel  statistic  has 
ordained  that  they  have  an  exact  50-percent  chance  of  developing 
a disease  that  is  not  only  terminal,  but  progressively  debilita- 
ting; and  even  for  some,  death  may  even  be  a relief  (if  not  for 
that  person,  for  their  family  members). 

The  importance  of  research  for  prevention  and  cure  of 
Huntington's  disease,  we  can't  overemphasize  that,  unless  this 
emphasis  detracts  from  the  importance  of  caring  for  those  victims 
who  already  have  the  disease.  By  "victim,"  I not  only  mean  the 
person  with  the  disease,  but  also  all  the  families'  members  that 
are  at  risk  (of  course,  their  spouse,  too,  and  their  children  who 
are  naturally  at  risk) . 

The  traumatic  upheaval  that  Huntington's  disease  can  cause 
in  a family  results  in  problems  that  really  span  the  whole 
spectrum  of  human  behavior.  As  people  mentioned  earlier,  coping 
is  very  important  and  very  difficult.  The  family,  of  course,  is 
anxious  that  the  patient  receives  the  best  possible  medical  care, 
treatment,  and  support.  They  ask  many  questions.  Some,  for 
example,  will  a|sk  what  can  they  do  when  the  patient  can't  stay 
in  the  home,  or  what  nursing  home  will  accept  the  patient  (not 
all  nursing  homes  will  accept  patients  with  Huntington's  disease 
or  other  similar  problems) , or  how  will  the  family  pay  for  this 
extra  care  which  many  of  the  patients  will  need? 

As  was  mentioned  several  times  earlier,  the  at-risk  adult 
has  to  decide  about  children:  will  they  have  children  now  or  not? 
Also,  they  have  to  consider  the  physical  requirements  in  choosing 
their  occupation  (in  other  words,  some  have  mentioned  where  they 
didn't  know  about  and  had  gone  on  to  college  to  be  an  engineer 
or  something  else;  and  others,  where  the  families  know  ahead  of 
time  that  they  are  at  risk).  This  is  an  important  factor,  to 
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choose  some  occupation  that  v/ould  be  appropriate,  or  something 
they  could  maybe  cope  with  or  work  longer  at,  even  with  some 
disability.  In  fact,  anyone  at  risk  has  to  weigh  everything 
they  decide  against  that  50  percent  chance  until  the  time  comes 
when  they're  no  longer  50  percent;  they  find  out  that  they  have 
the  disease,  and  new  problems,  of  course,  arise.  Again  mentioning 
children,  the  average  onset  for  most  people  with  the  disease  is, 
as  you  know,  around  35  to  45  years  of  age.  In  many  cases,  the 
families  will  have  already  had  children,  and  then  they  find  out 
that  they  have  the  disease. 

I think  these  people  need  help.  We  have  to  have  a compre- 
hensive program  of  assistance  for  these  unfortunate  people.  By 
themselves,  they  shouldn't  be  required  or  expected  to  cope  with 
all  the  problems  that  they  have,  because  it's  not  only  a financial 
burden,  but  with  all  of  the  other  stresses  they  need  psychological 
support.  In  research,  one  area  I'm  thinking  of  as  important, 
which  hasn't  been  mentioned  (it  may  have  been  mentioned  this 
morning) , the  basic  research,  I think,  will  come  in  biochemical 
and  neurochemical  research.  There  are  many  people  doing  this. 

Dr.  Falek  is  doing  genetic  research,  and  they're  doing  it  in 
California,  I believe,  at  the  VA  there,  and  probably  several 
other  places  in  the  country. 

One  thing  that  may  be  overlooked  is  that  there  may  be 
families  involved  with  Huntington's  disease  that  are  willing  to 
donate  their  brains  for  the  appropriate  studies.  But  that  is 
only  the  beginning  of  the  story.  Then  you  have  to  work  everything 
out.  It  has  to  be  coordinated  between  the  nursing  home  (usually 
the  patients  will  die  in  a nursing  home) , the  family  physician 
(maybe  the  physician  who's  just  covering  the  nursing  home 
doesn't  know  them  at  all),  the  family  members,  the  pathologist. 

All  of  this  takes  coordination  between  all  of  these  people; 
the  money  to  pay  for  the  autopsy — it  wouldn't  be  done,  normally. 
They  have  to  request  it,  and  someone  has  to  pay;  and  because  of 
the  fact  that  it  needs  to  be  done  so  quick.  Time  is  very  impor- 
tant because  of  the  degeneration  of  the  brain;  that  the  tissue, 
to  be  usable,  needs  to  be  obtained  right  away  and  specially 
prepared.  This  takes  coordination  among  all  these  people 
involved,  and  someone  to  pay  for  that.  I think  this  is  where 
the  Commission,  the  government  can  help  out:  setting  something 

up. 
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In  addition,  I think  there  could  be  a center  in  each  state 
where  the  families  would  have  access  to  medical  treatment,  not 
only  by  a physician  but  I mean  psychological  therapy,  physical 
therapy,  occupational  therapy.  Many  people  with  the  disease  who 
have  this  training  (occupational  therapy)  can  do  something  a lot 
longer  themselves.  Whether  it's  a person  with  Huntington's 
disease  or  any  other  disability,  if  they  can  feel  that  they  can 
do  something  and  be  useful,  then  they  are  a lot  happier,  and  they 
can  contribute  more  to  their  family  and  their  surroundings  and 
help  themselves.  As  soon  as  they  feel  that  they're  useless 
(whether  it's  cancer,  whatever  they  have,  or  just  old  age),  they 
give  up,  and  they  die  much  quicker  with  all  sorts  of  complications. 
So  I think  that  they  need  to  have  this  support  and  help. 

This,  of  course,  is  an  ambitious  project.  Initially,  it 
could  probably  be  set  up  on  a small  scale,  just  a small  one-  or 
two-room  office,  with  a full-time  secretary,  even  volunteers, 
and  local  professionals  visiting  at  regular  intervals.  I'm  sure 
that  in  all  the  major  cities,  and  probably  even  in  smaller  places, 
if  physicians  knew  about  that  (they  don't  have  to  be  neurolo- 
gists) , if  someone  would  come  to  then  and  say  their  help  was 
needed,  they  would  volunteer  and  would  help  out  where  needed; 
and  I 'm  sure  the  other  allied  health  professionals  would  do 
their  share,  but  they  need  to  know  about  the  problem  and  they 
need  to  be  educated. 

When  I was  at  the  university  (and  I 'm  doing  the  same  now  in 
Florida  at  the  hospital) , I was  taking  part  in  the  education  of 
the  paramedical  personnel,  the  nurses,  physical  therapists,  occu- 
pational therapists,  not  only  for  Huntington's  disease  (we  showed 
the  movie  that  we  have) , but  about  the  neurological  disorders  to 
get  them  more  interested.  Then,  when  they  see  a patient  with 
this  problem,  they  understand  and  they  know  something  about  it, 
and  they  make  a lot  more  effort  than  "Well,  it's  part  of  my  job," 
and  they  look  at  the  clock  (it's  8:00  to  5:00,  or  whatever  their 
hours  are) . 

In  summing  up,  I think  the  two  things  we  need  to  do  are,  one 
(which  was  already  mentioned) , Federal  support  for  the  huge 
expense  of  the  research.  I will  pass  on  what  Dr.  Halsey  has 
often  said.  (He  was  Chairman  of  the  Neurology  Department  in 
Birmingham,  where  I spent  the  previous  six  years.)  He  feels  that 
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the  answer  is  going  to  come  from  basic  scientific  research,  basic 
biochemistry  and  neurochemistry.  Whether  it's  Huntington's  first, 
or  one  of  the  others,  that  will  be  the  answer.  This  is  going  to 
take  huge  amounts  of  money  from  all  the  Federal  sources  and,  as 
was  mentioned  earlier,  the  other  money  from  private  sources,  and 
everyone's  effort,  working  together.  This,  I think,  should  be 
best  utilized  for  some  of  these  other  things  that  I mentioned; 
in  other  words,  the  things  that  are  less  expensive:  helping  the 

families  get  the  aid  and  assistance  that  they  need,  whether  it's 
for  physical  therapy,  whether  it's  to  get  the  autopsy  (which  does 
go  along  with  the  research,  but  it's  not  a big  expense),  the 
education  of  the  paramedical  personnel,  for  the  nursing  home, 
having  a pill  bank  for  the  Haldol,  for  example,  all  of  these 
things.  The  smaller  amounts  of  money  we  can  get  privately  can 
best  be  utilized  for  that. 

We  should  try  to  get  the  Federal  Government  to  realize  the 
importance  and  how  the  disease  not  only  affects  (what  they  would 
consider  a small  amount)  100,000 — even  if  it  was  500,000,  in  their 
minds  that's  very  few  people.  We  have  to  let  them  know  that  it's 
not  just  those  involved,  but  their  families  (the  wife,  the  spouse, 
all  of  the  children,  and  even  the  other  relatives);  that  everyone 
is  involved.  When  you  add  those  figures,  it  comes  up  to  a large 
enough  percent  of  the  population  that  is  affected  that  I think 
we  all  need  to  work  towards  this  goal.  I want  to  continue  taking 
part  in  a small  way  in  educating  people  where  I am  to  this 
purpose . 

GUTHRIE;  Dr.  Zieburtz,  during  the  day  we  heard  a number  of 
suggestions,  that  it  might  be  appropriate  to  ask  for  setting  up 
maybe  pilot  centers,  neurologic  centers.  I would  assume  from  what 
you're  saying  that  if  we  could  get  that  (be  it  for  Huntington's 
or  any  of  the  other  similar  disorders) , you  would  feel  that  that 
might  be  an  interesting  way  to  go,  as  well? 

ZIEBURTZ:  Yes. 

GUTHRIE:  I mean,  not  just  volunteers.  I'm  talking  about  a 

properly  set  up  pilot  study  maybe  here  and  there;  and  then  if  it 
worked,  we  could  go  further,  in  terms  of  utilizing  all 
different. . . 
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ZIEBURTZ:  Right.  I think  that  would  be  a start  in  having, 

as  you  say,  a pilot  study,  or  to  see  what  the  needs  are,  to 
see  if  the  people  will  then  take  part,  and,  again,  educating  more 
people.  The  public  knows  a little  bit  more  now,  with  everyone's 
efforts,  than  they  did  ten  years  ago.  One  of  the  ladies  mentioned 
that  the  pediatrician  said  one  paragraph  was  what  he  knew  about 
Huntington's  disease,  and  quoted  a textbook.  Even  very  few  non- 
neurologists know  very  little  about  Huntington's  disease.  They 
just  know  it's  a neurologic  disorder  and  it's  inherited,  and  that's 
about  as  far  as  it  goes;  that's  among  physicians  having  gone  to 
medical  school. 

I think  that  this  would  help,  wherever  this  was  set  up,  to 
get  people  in  that  city  involved.  Just  from  the  experience  at 
the  University  of  Alabama,  the  Physical  Therapy  Department  and 
everyone  you  talk  to  are  all  willing  to  take  part.  You  just  need 
to  ask  them.  As  you  say,  a pilot  program  in  different  areas 
(since  there  isn't  enough  money  to  do  it  everywhere  at  once),  I 
think,  would  be  one  of  the  routes  that  we  could  go. 

GUTHRIE:  Did  you  say  that  you're  now  in  St.  Petersburg, 

Florida? 

ZIEBURTZ:  Yes,  just  about  three  months.  One  thing,  just  in 

closing,  you  get  (even  those  who  are  professionals)  so  that  you 
think  things  are  sort  of  cut  and  dry,  or  sort  of  cold,  or  non- 
emotional.  Seeing  the  courage  it  takes  of  the  people  that  are 
involved,  it's  really  a reward  to  me  to  make  the  trip  just  to  see 
that  again.  It's  something  really  remarkable,  and  I really 
appreciate  all  of  their  efforts.  The  doctors  in  research  or 
teaching,  it's  something  they're  accustomed  to  in  what  they're 
doing.  But  the  other  people  that  are  involved,  what  they're 
doing,  I really  appreciate  it.  I think  they  all  need  to  be 
commended  for  their  efforts. 

ARONSON:  We  appreciate  your  coming  all  the  way  from 

St.  Petersburg,  Thank  you  very  much. 

ZIEBURTZ:  Thank  you. 

GUTHRIE:  Thank  you  so  much. 
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ARONSON:  Ms.  Golden? 

TESTIMONY  OF 
ZELMA  GOLDEN 
CLARKDALE,  GEORGIA 

GOLDEN:  Hello.  My  name  is  Zelma  Golden.  In  August,  1975, 

my  husband  was  told  he  had  HD,  and  he  would  not  believe  it.  Who 
can  blame  him?  After  all,  he  remembered  his  father,  who  died  in 
a state  institution  years  ago.  At  the  time,  everyone  thought  it 
was  mental  illness;  but  later  it  was  learned  it  was  also  HD.  He 
has  a brother  who  also  has  it.  He  remembers  the  pain,  the  suffer- 
ing, the  stares,  and  the  remarks  made  by  other  people. 

We  have  been  married  20  years.  He's  always  been  a kind, 
gentle,  and  good  person,  as  well  as  an  excellent  husband  and 
father.  This  disease  is  making  its  mark  on  him,  as  well  as  the 
rest  of  the  family.  We  need  help  desperately.  He  has  not  been 
outside  the  house  but  twice  in  over  three  months.  He  refuses  any 
new  medication,  saying,  "It's  for  HD,"  and  he  will  not  admit  he 
has  this  horrible  disease.  He  blames  me  because  he  can't  work 
any  longer  and  is  not  getting  well. 

I want  very  much  to  care  for  him,  but  his  anger  is  getting 
worse.  A few  weeks  ago,  he  held  a butcher  knife  on  me,  and  I 
really  thought  he  was  going  to  use  it,  but  I was  able  to  get  him 
to  put  it  down.  I left  home  and  stayed  gone  for  a week,  calling 
every  day  to  see  if  he  had  calmed  down  enough  so  that  I could  go 
back  home.  The  past  few  weeks  I have  not  been  able  to  sleep  too 
well.  He  has  told  me  that  before  he  gets  so  weak  and  can't  care 
for  himself,  he  will  kill  me  and  himself.  I realize  this  is  the 
disease  talking,  not  the  man.  But  what  do  I do? 

We  need  help  for  us;  also  the  two  children  we  have.  My 
husband  is  38  years  old.  I do  not  want  him  committed,  and  that 
will  be  the  last  thing  that  I will  have  done.  Please  help  us. 

Give  us  research,  trained  doctors,  counseling  for  our  children 
and  other  members  of  our  family,  and  facilities  for  caring  for 
our  loved  ones.  I thank  you. 

GUTHRIE:  Where  do  you  live? 


2-560 


Atlanta,  Georgia 


October  21,  1976 


GOLDEN:  Right  outside  Atlanta,  in  Clarkdale. 

GUTHRIE:  I'm  asking  only  because  I want  to  know  if  you  have 

gone  to  see  Dr.  Falek,  or  any  of  the  local  people? 

GOLDEN:  Oh,  yes,  ma'am.  Dr.  Falek  recognizes  my  voice  when 

he  picks  up  the  phone.  He's  been  wonderful.  I've  also  talked 
with  Emily  Robinson.  I do  know  them. 

<^nTHRIE:  Within  time,  hopefully,  they  will  be  able  to  help 

him. 


GOLDEN:  It's  like  I've  told  Dr.  Falek,  I know  that  a 

certain  amount  of  help  has  to  come  from  my  husband. 

GUTHRIE:  He  has  to  go  through  those  stages,  and  if  we  can 

just  pull  him  through. 

GOLDEN:  We've  been  through  this  for  over  a year,  and  he'll 

still  stand  up  and  tell  you  this  is  not  it.  He's  had  two 
doctors'  opinions,  and  he  still  blames  me.  He  thinks  he  should 
have  a third  one.  He  thinks  it's  tension.  I'd  like  to  be  able 
to  reach  him;  I can't.  Right  now,  we're  going  through  this 
stage,  and  he  doesn't  want  to  bathe,  he  doesn't  want  to  shave. 

He  just  sits  in  the  house.  He  seems  to  be  watching  TV;  but 
whether  he  is  or  not,  I don't  know.  I do  work.  He's  at  home 
in  the  evenings.  We've  got  good  friends  that  go  in  and  sit  with 
him  to  keep  him  company. 

GUTHRIE;  How  old  is  he  now? 

GOLDEN:  He's  38  now. 

WEXLER:  If  there  was  some  way  that  he  could  get  on 

medication  to  start  with,  he  might  find  a lot  of  those  symptoms 
clearing  up. 

GOLDEN:  Several  months  ago,  between  the  doctors,  they 

suggested  to  have  him  placed  at  Georgia  Regional  for  a while, 
because  he  was  about  like  he  is  now,  very  depressed.  He  stayed 
over  there  two  weeks,  and  they  got  him  started  on  Prolixin. 

They  told  us  that,  if  I wanted  him  to,  if  he  could  have  it  at 


2-561 


Atlanta,  Georgia 


October  21,  1976 


the  health  center  in  Marietta,  which  we  did;  he  went  twice.  But 
the  medicine  was  too  strong;  he  was  staying  drowsy  a good  bit. 
When  they  started  cutting  the  dosage,  my  husband  said,  "Uh,  uh. 
This  is  for  HD,  and  I will  not  have  it."  He  wouldn't  give  it  a 
chance.  He  wouldn't  go  back  and  let  them  get  the  right  dosage 
that  he  needed,  and  he  only  had  to  go  every  two  weeks.  So  he's 
there,  and  I'm  in  and  out,  so  to  speak.  That's  the  way  we're 
living  right  now. 


GUTHRIE:  Zelma,  I went  through  almost  exactly  what  you're 

saying.  I can  only  say,  just  hold  on.  Time  is  on  our  side. 


GOLDEN:  I am.  I'm  holding  on.  I sure  am.  I'll  hang  in 

there,  as  the  saying  goes. 

GUTHRIE:  That's  right. 


ARONSON:  Thank  you,  Mrs.  Golden. 


GOLDEN:  Thank  you. 

ARONSON:  Dr.  William  Allerton,  Division  of  Mental  Health, 

Georgia  Department  of  Human  Resources.  Dr.  Allerton? 


TESTIMONY  OF 
WILLIAM  ALLERTON,  M.D. 

DIVISION  OF  MENTAL  HEALTH 
GEORGIA  DEPARTMENT  OF  HUMAN  RESOURCES 


ALLERTON:  I appreciate  the  opportunity  to  speak  with  you 

very  briefly  this  afternoon... 

...too  well  so  far,  and  I'm  afraid  that's  not  too  unusual, 
comparing  some  other  evidence  in  other  states.  We  did  have  a 
fairly  good  system  of  identifying  specific  types  of  cases  in 
Virginia,  and  I'm  very  well  aware  of  the  fine  work  that's  been 
going  on  here  at  GHMI  and  at  Emory.  But  I suspect  we  have  a few 
patients  that  may  not  be  properly  identified  elsewhere  in  the 
system,  and  I will  do  all  I can  to  try  to  work  out  those  problems. 

I'm  particularly  impressed  (having  visited  here  as  a site 
visitor  some  time  ago)  with  having  seen  Dr.  Falek's  lab  and  his 
work.  I'm  aware  of  the  good  work  that  he's  doing  here. 


2-562 


Atlanta,  Georgia 


October  21,  1976 


It  seems  to  me  that  there  is  a need  in  almost  all  state 
systems  (which,  after  all,  despite  all  the  Federal  money  that 
comes  into  our  health  care  system,  the  states  are  still  carrying 
the  largest  burden,  both  programmatically  and  fiscally)  for  the 
care  of  the  chronically  mentally  ill.  It  seems  to  me  there's  a 
real  need  to  set  up  a better  program  for  those  individuals  with 
chronic  mental  disabilities  than  has,  unfortunately,  heretofore 
existed  almost  nation-wide. 

You  had  mentioned  the  pilots  a moment  ago  with  one  of  your 
other  guests.  Although  I think  there's  some  merit  in  that,  I 
think  there's  an  equally  strong  need  to  get  better  state-wide 
programming  for  some  real  further  work  with  the  chronically 
mentally  disabled.  Being  not  primarily  a researcher,  I can  only 
sit  from  afar  and  appreciate  their  efforts.  But  I think  a great 
deal  can  be  done  by  instituting  the  appropriate  kinds  of  programs, 
so  that  people  don't  get  stuck  in  the  back  wards,  if  you  will,  of 
state  hospitals,  and  having  a broad  kind  of  available  program 
network  for  them  in  both  the  community  and,  in  those  instances 
where  it's  necessary,  in  institutional  settings. 

Fortunately,  in  Georgia,  as  you  possibly  know,  our  regional 
hospitals  do  offer  some  very  good  programs  for  almost  every  kind 
of  problem  that  we  confront.  But  there  has  been  some  considerable 
difficulty  in  trying  to  decide  on  whether  to  centralize  or  de- 
centralize units  for  the  care  of  the  chronically  mentally  ill. 

Those  individuals  with  Huntington's  disease  are  more  likely,  if 
they  are  institutionalized,  to  be  in  that  latter  group.  This 
tends,  often,  to  give  them  less  than  I think  they  deserve  and 
less  than  we  ought  to  be  willing  to  provide  for  them. 

I'm  hopeful  that,  with  the  attention  that  your  Commission 
is  giving  to  this  particular  illness,  there  will  be  methods  to 
expand  and  broaden  programs,  so  that  individuals  with  the  disease 
will  have  the  maximum  available  to  them  for  their  health,  and  where 
they  will  be  able  to  be  as  independent  as  possible,  in  most 
instances . 

GUTHRIE:  I just  wanted  to  comment  that  I know  from  the  work 

that  is  being  done  here  at  the  Georgia  Mental  Institute  that  this 
is  one  of  the  pilots  already  existing  for  outpatient  care,  keeping 
patients  out  of  the  hospital  as  long  as  possible,  because  there 
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are  supportive  services  here.  I think  that  you  should  be  proud 
of  what  is  going  on  in  Georgia.  I know  I am. 

There's  a choice  in  my  mind,  and  I'm  not  quite  sure  how  you 
would  recommend.  Because  of  what  is  going  on  here  (and  being 
successful,  as  far  as  it  goes),  do  you  think  that  we  should  try 
to  tag  onto  it  outpatient  care  that  leads  into  the  family  home 
care,  and  send  out,  for  instance,  people  from  here  to  the  home, 
and  then  eventually  have  a place  for  hospitalization;  or  do  you 
like  the  idea  of  having  a neurologic  or  a genetic  center  for  the 
patients  who  do  have  to  be  in  a hospital  or  home  care  facility- 
type  thing?  I'm  not  sure,  myself. 

ALLERTON : I have  very  mixed  feelings  about  that.  I am  most 

favorably  impressed  with  those  programs  that  try  to  keep  people 
in  the  community  and  at  a functional  level,  insofar  as  is  humanly 
possible,  for  the  longest  period  of  time.  Then,  if  one  decides 
that  a given  patient  must  be  in  some  kind  of  institutional  setting, 
you've  got  the  problem  of  wanting  them  to  be  as  close  to  their 
family  as  possible  (and,  fortunately,  our  regional  hospitals  offer 
that  potential) . On  the  other  hand,  you  have  the  danger  of 
getting  lost  in  the  shuffle  at  a large  hospital,  such  as  Central, 
for  example,  in  Milledgeville. 

I'm  going  to  look  into  this  (partly  because  of  this  oppor- 
tunity to  talk  with  you,  I've  done  a little  looking  into  already). 
There's  a real  need  to  make  wise  decisions  as  to  whether  there 
should  be  some  centralized  unit  in  a state  that  would  have  the 
most  scientifically  valid  program  available,  as  opposed  to  the 
problems  of  centralizing.  I 'm  sure  that  there  are  many  families 
who  would  much  prefer  to  have  their  relatives  within  a 25-mile 
radius  rather  than  a 300-mile  radius.  Obviously,  with  the  inci- 
dence of  the  illness,  we  couldn't  build  a real  center  in  eight 
different  places  in  the  state.  I would  think  probably  a combin- 
ation of  both,  if  I can... 

GUTHRIE:  Or  something  in  between. 

ALLERTON:  Yes.  ...where  you  might  have,  for  particular  kinds 

of  problem  cases,  with  a full  understanding  of  the  family,  a 
centralized  location.  But  for  other  cases  that  are  going  along 
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fairly  well  (as  well  as  can  be  expected) , then  it  might  be  better 
to  leave  them  in  a more  regional  setting. 

ARONSON:  Dr.  Allerton,  some  states  have  been  considering  day 

care  centers  for  the  chronically  disabled  individual,  so  that  the 
breadwinner  of  the  family  can  indeed  go  out  and  sustain  the 
family  while  the  patient  is  tended  to  and  given  therapy  during 
the  day,  but  nevertheless,  goes  to  the  home  environment  once  the 
sun  sets. 

ALLERTON:  Yes,  and  we're  doing  more  and  more  of  that  in 

Georgia,  as  is  the  case  in  many,  many  states.  For  anyone  that  can 
conceivably  be  worked  with  at  that  kind  of  level  and  with  that 
kind  of  program,  it's  far  preferable  than  full-time 
institutionalization . 

GUTHRIE:  Right. 

ARONSON:  I agree.  Thank  you  very  much,  sir. 

GUTHRIE:  Thank  you.  I hope  that  you  will  go  ahead  with  what 
you  say  you're  interested  in  doing.  I think  that  sounds  very 
possible . 

ALLERTON:  I had  lunch  with  somebody  about  this  kind  of 

problem;  and  last  evening,  before  I left  work,  this  was  the  thing 
we  were  deciding  to  put  on  our  agenda  for  our  next  regional 
meeting. 

GUTHRIE:  Great.  That's  beautiful.  Thank  you. 

ARONSON:  Dr.  Albert  Schoenbucher . 

TESTIMONY  OF 

ALBERT  SCHOENBUCHER,  M.D. 

MATERNAL  HEALTH  SECTION 
(FAMILY  PLANNING  PROGRAM) 

GEORGIA  DEPARTMENT  OF  HUMAN  RESOURCES 

SCHOENBUCHER:  Dr.  Wexler,  Mrs.  Guthrie,  and  Dr.  Aronson: 

I'm  Dr.  Schoenbucher.  I'm  with  the  Maternal  Health  and  (Family 
Planning)  Program  for  the  State  of  Georgia,  in  the  Department 
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of  Human  Resources.  One  might  wonder  what  an  obstetrician- 
gynecologist  is  doing  here. 

v;exleR:  We  don't  mind,  if  you  don't. 

SCHOENBUCHER:  You  don't?  I'm  glad,  because  I do.  I do. 

I hear  people  talking  about  a mental  illness.  It  is  not  a mental 
illness.  I hear  people  talking  about  a physical  condition  that 
doesn't  have  the  public,  social  stigma  of  being  crazy;  but  rather, 
a physical  degenerative  disease,  such  as  arteriosclerosis, 
chronic  heart  disease,  pulmonary  deficiencies,  and  so  forth  and 
so  on.  First  of  all,  I wonder  if  it  would  be  better  for  the 
capability  of  the  family  to  cope  with  the  disease  if  it  was 
looked  at  from  a different  standpoint. 

Secondly,  I think  that  some  of  the  finest  counselors  for 
this  particular  disease,  or  any  other  disease  of  this  general 
nature,  have  been  in  front  of  you  today.  I've  forgotten  their 
names,  but  these  are  the  families,  the  people  with  the  disease. 
Employ  them  as  counselors.  Employ  them  in  your  programs, 
because  they've  already  coped.  I saw  the  naval  officer  who  was 
beginning  to  cope  (and  what  a fine  presentation) , and  the  other 
three  ladies,  two  with  the  disease,  and  one  with  it  in  the 
family.  Part  of  coping  is  allowing  the  family  to  make  a decision, 
and  not  forcing  the  family  into  decision,  about  having  children, 
family  planning.  That's  where  I probably  come  into  this  thing. 
Family  planning  allows  that  if  this  family  planning  is  properly 
presented.  It's  a freedom  of  choice  for  the  family  to  have 
children . 

The  disease,  like  many  of  the  physical  degenerative  diseases 
which  are  inherited  and,  in  a high  degree,  transmissible  through 
the  family  (or  through  genetics) , is  a problem  that  is  not  solved 
yet.  You  were  talking  about  the  ameliorative  therapies,  and  so 
forth.  We  haven't  cured  the  disease.  We  don't  prevent  yet, 
except  by  preventing  the  children  of  that.  It's  a frightfully 
costly  disease  to  society,  as  well  as  to  the  families. 

Therefore,  I go  back  and  look  at  many  of  the  things  that  we 
could  prevent  by,  number  one,  educating  the  families,  educating 
the  populace  at  large,  as  to  what  these  diseases  are  and  that 
we  don't  have  cures  for  them  yet.  Therefore,  we  try,  as  much  as 
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possible,  to  prevent  them  from  becoming  a burden  on  society  until 
we  are  able  to  physically  cope  with  these  diseases.  The  old 
Chinese  statement  of  "The  first  step  to  emptying  a tub  is  to 
turn  off  the  faucet."  Decisions  of  this  nature  should  be  offered 
and  not  forced  upon  individuals. 

I'm  one  of  those  characters  that,  up  until  several  days  ago, 
knew  that  one  paragraph  in  Cecil's  Medicine  on  the  disease.  Since 
then,  I have  learned  a great  deal,  and  I've  learned  a great  deal 
here  today  by  listening  to  the  others  presenting.  I hope  that, 
as  you  bring  your  report  back  to  whoever  you  report  to,  you'll 
keep  in  mind  that  Huntington's  disease  is  only  one  of  many.  If 
you  have  centers  for  Huntington's  disease,  you  should  have  centers 

other  of  these  physically  degenerative,  not  mentally  degenera- 
tive, diseases.  Thank  you. 

ARONSON:  Thank  you  very  much.  Dr.  Schoenbucher . 

Dr.  Alexander  McKinney?  Sir? 

TESTIMONY  OF 
ALEXANDER  MCKINNEY,  M.D. 

ASSOCIATE  PROFESSOR  OF  NEUROLOGY 
EMORY  UNIVERSITY 

MCKINNEY:  I'm  going  to  tell  you,  I'm  afraid,  something  you 

already  know  and  probably  nothing  that's  very  new.  One  is  I 
think  we  need  a means  of  diagnosing  this  condition.  Dr.  Falek 
has  sent  me  a number  of  cases  and  has  said,  "Do  they  have 
Huntington's  disease?"  My  technique  has  been  to  look  at  them,  see 
if  they  have  choreiform  movements,  see  if  their  minds  are  begin- 
ning to  slip,  and  then,  finally,  even  if  they  have  those  two 
things,  ask  them,  "Did  anyone  else  in  your  family  have  this?" 

When  that  combination  is  present,  I say,  "Yes,  they  have 
Huntington's  disease." 

Dr.  Falek  has  sent  me  a number  of  patients  over  the  years. 

He  is  not  a neurologist;  he  is  a geneticist,  a Ph.D.  Only 
recently  did  we  talk  about  this  problem,  and  he  was  really 
flabbergasted.  He  thought  that  I had  some  trick,  as  a neurolo- 
gist, some  insight  into  the  disorder.  But,  actually,  my 
diagnostic  acumen  is  that  of  any  relative  or  observer  who  has 
encountered  this  illness  before,  and  no  better. 
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I think,  really,  what  I'm  talking  about  is  not  what's 
possible.  I think  a number  of  the  other  speakers  have  told  us 
things  that  we  can  do  now  to  deal  with  the  disease,  and  I'm 
going  to  address  myself  to  those  things  that,  as  a neurologist, 

I would  like  to  see  done,  hopefully.  I think  that  one  of  the 
things  we  need,  first  of  all,  is  a reliable  means  of  diagnosis, 
better  than  mere  observation,  a blood  test,  somewhat  like  the  LE 
test,  that  would  tell  us,  "This  patient  has  Huntington's 
disease . " 

If  we  have  difficulty  in  diagnosing  the  early  case,  we  have 
an  even  greater  dilemma  in  trying  to  identify  those  patients  at 
risk.  It's  been  stated  over  and  over  again  in  this  room  that 
if  your  father  or  mother  had  the  condition,  then  you  have  a 50- 
percent  chance  of  developing  it,  and  some  authors  cite  that  the 
average  age  of  onset  is  age  35.  That's  a long  time  to  go  in  life 
wondering  whether  you're  going  to  get  this  illness  or  not.  If  a 
reliable  test  for  diagnosis  was  present,  hopefully,  it  would 
enable  us  to  predict  those  cases  that  are  going  to  have  the 
disease,  or  do  have  the  disease,  at  a presymptomatic  stage,  and 
those  patients  that  are  free  of  it. 

Certainly,  it  would  be  a great  boon  to  be  able  to  reliably 
tell  a relative,  "No,  you  have  no  evidence  of  this  disease,  and 
there  is  no  chance  that  your  children  will  have  this  illness." 

I think  that  that  would  certainly  be  a great  moral  lift  to  them. 
It's  less  certain,  telling  someone  at  age  15,  "Yes,  you  have  the 
disease;  and  at  age  35  you  will  very  likely  show  manifestations 
of  it."  They're  less  apt  to  be  happy  about  this.  Even  then,  I 
think  uncertainty  is  sometimes  harder  to  deal  with  than  certainty. 
I think  some  means  of  identifying  presymptomatic  cases  would  be 
of  invaluable  assistance  to  us. 

Attempts  have  been  made  along  this  direction  with  acceler- 
ometers. I read  an  article  in  the  "Lancet,"  reviewed  it  again, 
about  platelet  uptake  of  dopamine  and  seratonin  being  increased 
in  presymptomatic  cases,  but  I haven't  seen  much  about  it  since 
then.  I gather  that  it's  not  fully  reliable.  We  need  tests  that 
tell  us  with  certainty,  not  tests  that  say,  "Well,  probably,"  or 
"Maybe  this  is  what's  going  to  be  the  case."  I would  hope  that 
research  will  be  directed  toward  these  two  specific  goals. 
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Finally,  what  I would  like  seen  done  is  an  effective 
treatment.  I think  Mrs.  Guthrie  has  already  alluded  to  the  fact 
that  we  are  beginning  to  have  treatment  that  is  effective.  We  do 
have  some  medications  that  modify  the  movement  disorder,  to  some 
extent  and  relieve  agitation  to  a degree.  As  far  as  I *m  aware, 
we  have  nothing  that  impedes  the  progression  of  loss  of  mental 
faculties.  This  aspect  of  the  illness  progresses  relentlessly, 
despite  any  treatment  we  can  now  offer.  I think  that  this  sort  of 
therapy  is  going  to  be  necessary  in  the  future  if  v/e're  going  to 
make  any  impact  on  the  illness.  I think  all  of  these  things  were 
known.  I simply  stated  them  over  again. 

GUTHRIE:  If  I may  comment,  one  of  the  things  v/e're  learning 

as  a result  of  all  of  our  hearings,  however,  is  that  there's  a 
great  variability,  which  I'm  sure  you  heard  today,  in  the  expres- 
sion of  this  disorder,  even  within  one  family.  We're  not  so  sure 
just  exact- Iv  what  causes  the  loss  of  mental  faculties.  Is  it  the 
disease,  itself,  or  the  way  you're  treated?  This  has  been  brought 
out  so  many  times  in  the  testimony  that  we're  hearing.  That's  why 
I appreciated  what  the  doctor  said  previously:  We  can't  just  say 

this  is  a mental  disorder.  In  some  people,  it  is  a mental  dis- 
order; in  others,  it  is  not.  That  is  why,  as  a matter  of  fact, 
we've  been  trying  to  change  the  name  from  Huntington's  chorea  to 
Huntington's  disease,  because  we  feel  it's  a variety  of  diseases 
coming  under  that  name.  I just  wanted  to  say  that  because  I hope 
you'll  keep  that  in  mind. 

MCKINNEY:  Yes.  I think  that's  an  excellent  point.  We  do 

need  to  know  what's  causing  this  deterioration  if  we're  going  to 
help  it. 

ARONSON:  Dr.  McKinney,  thank  you  very  much.  Ms.  Mary  Fay 

Snipes? 


TESTIMONY  OF 
MARY  FAY  SNIPES,  R.N. 

HEALTH  EDUCATOR 
COLUMBIA,  SOUTH  CAROLINA 

SNIPES:  I would  like  to  say  that  I'm  married  to  a very  fine 

man  who  is  at  stage  zero  with  Huntington's  disease.  Also,  I'm 


2-569 


Atlanta,  Georgia 


October  21,  1976 


a registered  nurse  and  a health  educator.  I say  that  because  I 
think  that  that  did  not  help  me  cope  with  the  things  I want  to 
tell  you. 

Huntington's  disease.  "Genetic  disorder,  dominant  gene." 

As  I heard  those  words  spoken  by  Dr.  Still,  Chief  Neurologist  at 
Hall  Institute  in  Columbia,  South  Carolina,  time  literally  seemed 
to  stand  still.  This  was  in  October,  1968. 

My  husband  and  I had  been  requested  to  meet  with  Dr.  Still  to 
discuss  his  sister  who  had  been  a patient  at  South  Carolina  State 
Hospital  for  three  years.  Little  did  I realize  as  I entered  that 
office  and  sat  down  how  drastically  my  life  would  be  affected. 

On  that  initial  visit,  we  talked  for  six  hours;  I would  have 
preferred  to  talk  on.  I found  it  difficult  to  re-enter  my  every- 
day life.  Our  two  young  children,  ages  two  and  six,  had  to  be 
picked  up  from  the  nursery--dinner  had  to  be  prepared — household 
chores  had  to  be  done — life  had  to  go  on — but  how? 

I don't  remember  all  that  was  said  that  day,  but  I came  away 
with  these  thoughts : 

Huntington's  chorea:  dominant  gene;  each  child  of 

an  affected  parent  has  a 50-percent  chance;  age  37 
is  the  average  age  of  onset;  no  effective  treatment; 
no  cure;  no  method  of  early  detection;  there  are 
eight  children  in  my  husband's  family,  four  will 
probably  have  it.  (Thoughts  of  my  own  family 
mingled  in  with  these.)  My  husband  is  35;  I have 
two  little  children.  What  does  that  future  hold 
for  us?  Why?  Why?  Why? 

There  are  no  words  to  describe  the  icy  fear  that  gripped  me, 
controlled  me.  It  seems  that  for  days  I walked  in  a daze.  Life 
went  on  as  usual  on  the  outside,  but  inside  I had  been  shattered 
into  a thousand  pieces.  My  emotions  had  been  completely  numbed. 

We  immediately  shared  the  news  with  my  husband's  sister  and 
brother-in-law.  Again,  we  spent  hours  with  Dr.  Still.  The  only 
relief  came  from  talking  with  someone  who  understood.  Those 
people  were  limited  in  number.  Dr.  Still  and  our  family. 
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On  one  occasion,  I attempted  to  talk  with  my  family 
physician,  who  is  a very  well-known,  knowledgeable  doctor  in 
Columbia,  South  Carolina.  He  vaguely  remembered  Huntington's 
disease  but  could  give  me  little  help.  On  another  occasion  I 
was  attending  a nursing  conference  and  became  so  distraught 
with  fear  for  my  children  that  I left  the  meeting  and  went  to 
the  pediatrician's  office.  He  was  extremely  supportive  and 
sympathetic,  but  again  there  were  no  real  answers. 

On  another  occasion  I attempted  to  discuss  this  with  my 
pastor,  who  said,  "I  will  be  glad  to  listen,  but  there  is  nothing 
I can  do." 

We  shared  the  news  with  the  rest  of  the  family  and  again 
experienced  an  emotional  crisis. 

I lay  awake  at  night,  praying,  "God,  no,  not  my  husband, 
not  my  family."  Finally,  that  prayer  changed  to,  "God,  use 
this  situation  to  your  glory.  Help  the  doctors  find  a cure,  an 
effective  treatment.  Help  me  live  one  day  at  a time." 

In  May  1972,  I became  pregnant  with  our  third  child.  There 
was  no  way  that  I could  give  birth  to  another  child.  The  future 
was  too  uncertain.  Because  of  the  emotional  strain  of  constant 
worry  about  Huntington's — sometimes  repressed  back  in  my  mind, 
sometimes  as  fresh  and  painful  as  a new  wound,  but  always 
present--!  could  not  cope  with  the  worry  that  my  newborn  baby 
also  might  have  Huntington's.  My  husband's  sister  was  in  the 
advanced  stages.  Many  times,  as  I looked  at  my  husband,  strong, 
active,  I died  a thousand  times  realizing  that  there  was  a 50- 
percent  possibility  that  he,  too,  perhaps  would  someday  be  in 
the  same  condition  as  his  sister.  I had  two  children  and  a 
husband  to  worry  about.  I could  not  add  a third  child.  I 
realized  that  if  we  were  one  of  the  unfortunate  ones,  I would 
go  through  hell  with  each  one.  Yes,  there  is  a hell  in  knowing, 
and  a hell  in  not  knowing. 

Therefore,  I had  an  abortion/hysterectomy.  As  of  this 
writing,  I do  not  regret  this  step. 

We  are  still  safe,  but  still  at  risk.  My  husband  is  42. 

We  believe  that  we  are  the  lucky  ones.  My  15-year-old  daughter 
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knows  that  Huntington's  disease  is  in  the  family,  but  she  has 
shown  no  interest  in  knowing  about  the  details.  I dread  that 
time  that  I will  have  to  be  sure  that  she  understands  the  ram- 
ifications of  the  disease;  and  even  though  with  each  passing  year 
the  risk  is  not  as  great,  she  is  still  at  risk.  My  son  is  only 
10,  so  I have  a few  years  yet  before  he  will  have  to  be  made 
aware  of  our  problem.  I keep  hoping  that  there  will  be  encour- 
aging things  to  tell  them. 

As  I look  back,  I wonder  what  life  would  have  been  like 
without  this  threat,  dread,  fear.  If  there  were  a method  of 
diagnosis,  would  I want  to  know?  Could  I stand  to  have  hope 
completely  destroyed? 

The  suffering  of  at-risk  siblings  and  their  families  is, 
in  my  opinion,  as  great  as  the  patients'.  However,  the  kind  of 
suffering  is  dif ferent--emotional  rather  than  physical.  I 
believe  that  the  greatest  sufferers  are  the  spouses  and  children 
of  Huntington's  disease  victims. 

What  are  my  feelings  now  after — years.  There  is  still  a 
knot  of  fear  and  apprehension,  anxiety,  worry.  There  is  still  no 
answer  to  our  problem  today.  I have  not  and  will  never  accept  the 
suffering  that  always  accompanies  this  disease. 

As  the  wife  of  an  at-risk  individual  and  the  sister-in-law 
of  two  Huntington's  disease  patients,  I am  also  angry  and  frus- 
trated at  the  lack  of  knowledge  and  understanding  displayed  by 
the  medical  profession  and  the  legal  profession. 

Yes,  the  disease  I must  accept,  but  I do  not  have  to  accept, 
and  will  not  accept,  the  lack  of  proper  treatment  and  treatment 
facilities,  the  ignorance  of  the  professions  and  society,  the 
lack  of  research  whereby  methods  of  early  detection  (both  prenatal 
and  postnatal) , and  the  lack  of  qualifed  and  informed  social 
workers,  counselors  and  ministers  to  help  families  cope  with 
their  problems. 

GUTHRIE;  Mary  Fay,  you  are  healthy,  and  you  are  coping. 

SNIPES:  Day  by  day. 
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GUTHRIE:  I've  seen  your  hair  turn  gray.  You're  still  here, 

and  you  look  wonderful.  I think  that  your  moral  support  to  the 


rest  of  your 
part . 

family  has  been  of  great  help.  You're  doing  your 

ARONSON : 

Nancy,  any  questions? 

WEXLER: 

I just  wanted  to  make  sure,  does  your  daughter 

know  that  her  risk  is  only  25  percent? 


SNIPES : 
point . 

She  doesn't  want  to  get  involved  at  all  at  this 

WEXLER: 

But  she  knows  it's  not  50-50? 

SNIPES : 

I doubt  that  she  ever  thought  it  was  50-50.  I'm 

just  not  sure.  She  just  doesn't  talk  a great  deal  about  it. 
When  we're  talking . about  HD,  she  gets  busy  someplace  else. 

WEXLER:  I think  it's  important  to  kind  of  finesse  this, 

because  I think  it's  important  for  people,  children  of  healthy 
parents,  to  know  that  their  risk  is  not  50-50. 
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ARONSON:  If  I may  say,  I think  the  anxiety  of  one-in-four 

is  about  equal  to  one-in-two.  I think  that’s  a biostatistical 
difference,  which — you're  quite  accurate — the  risk  is  one  in  four. 
But  I think  that  the  anxiety  would  be  just  as  great.  That's  an 
intellectualization . Thank  you  very  much.  Is  Mrs.  Barbara  Anne 
Garner  here? 


TESTIMONY  OF 
BARBARA  ANNE  GARNER 
CHESTER,  SOUTH  CAROLINA 

GARl'JER:  My  name  is  Barbara  Garner,  and  I am  a member  of  an 
HD  family.  I am  30  years  old,  divorced,  and  live  alone  with  my 
ten-year  old  daughter,  whom  I look  at  with  all  the  love  in  my 
heart,  and  I pray  that  God  will  spare  her  of  this  terrible 
disease . 

I watch  myself  constantly  for  symptoms  of  the  disease  that 
took  the  life  of  my  oldest  sister,  Huntington's  disease,  leaving 
three  children  without  a mother  and  a father  that  had  left  them 
years  before,  not  being  able  to  cope  with  the  situation  or  take 
the  responsibility  of  the  children.  Huntington's  was  so 
uncommon — or  should  I say  so  ignored  that  my  sister  had  been  to 
doctor  after  doctor  seeking  help.  The  only  accomplishment  was 
nerve  pills  and  a mountain  of  doctor  bills.  It  got  to  where  that 
when  she  went  to  the  doctors,  they  wanted  to  know  when  the  bill 
would  be  paid.  She  had  no  husband;  she  didn't  work.  How  could 
the  bill  be  paid?  Who  was  going  to  pay  the  bill? 

She  finally  admitted  herself  into  State  Hospital,  not  knowing 
when  she  went  in  she'd  never  return  to  raise  the  seven-year-old 
daughter  she  had  left  at  home.  Even  at  State  she  was  getting 
medication  that  was  doing  her  no  good,  tranquilizers  and  things. 
She  hadn't  been  diagnosed  with  Huntington's  for  a few  years  after 
she  had  gone  down  there.  She  was  getting  worse:  falling  and 

hurting  herself;  burning  her  clothes  with  cigarettes;  things  were 
stolen.  It  was  quite  an  expense  for  my  mother.  My  father  had 
Huntington's  and  died  when  I was  two  years  old.  My  mother  was 
left  to  raise  eight  children  alone.  The  financial  burden  was 
quite  a bit  on  her,  and  she  never  complained.  Anything  my  sister 
said  she  needed,  my  mother  always  tried  to  get  for  her. 
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After  a while  at  State,  she  was  moved  to  Hall  Institute, 
where  Ur.  Charles  Still  discovered  her  and  diagnosed  her  as  having 
Huntington ' s disease.  I remember  dreading  visits  at  the  hospital 
because  it  was  so  hard.  She  could  no  longer  walk,  so  she  was 
strapped  to  a wheelchair.  Her  pretty  black  hair  was  cut  like  a 
man's  because  it  was  easier  for  the  nurses  to  take  care  of.  They 
have  so  many  patients,  they  don't  have  time  to  care  for  them  like 
they  would  probably  like  to.  She  could  hold  nothing  in  her  hands 
because  her  hands  shook  so  bad. 

She  always  told  us  that  she  loved  us,  and  she  always  wanted 
us  to  kiss  her  whenever  we  got  ready  to  leave.  One  weekend,  my 
brother,  who  was  in  the  Army  in  Alabama,  flew  up  to  Columbia  to 
see  her.  He  said  when  he  left  that  he  would  never  see  her  alive 
again;  that  he  could  tell  that  she  just  no  longer  seemed  to  have 
a will  to  live.  The  following  Sunday,  we  went  down  to  see  her, 
and  one  of  my  brothers  and  I noticed  the  same  thing.  She  just 
seemed  to  stare  at  my  mother  the  whole  time  we  were  there.  My 
two  brothers  said  they  had  noticed  the  same  thing.  I think  she 
knew  that  her  time  was  drawing  near,  because  I think  she  had 
given  up.  The  following  week,  I was  called  at  work  with  the  bad 
news  that  she  had  died  that  morning.  It  was  unexpected  because 
the  doctors  said  she  would  bedridden  for  years,  and  we  thought 
she  still  had  a long  time  to  live. 

It  was  one  of  the  most  pitiful  sights,  when  you  would  go  to 
the  hospital,  to  hear  her  talk  about  it.  You  hear  patients  that 
are  much  more  mentally  ill,  who  holler  and  carry  on.  It  disturbed 
her  because  she  was  a quiet  person.  She  never  gave  them  any 
trouble.  The  nurses  always  told  us  that  she  was  a very  good 
patient.  There  was  no  life  insurance.  Her  husband,  after  he  had 
left,  said  that  she  asked  him  to  cash  it  in.  I don't  know.  But 
there  was  no  life  insurance,  so  the  burden  of  that  expense  was 
put  on  the  family. 

After  the  death  of  my  sister,  our  family  grew  closer.  We 
talked  of  our  past,  which  was  a conversation  that  was  almost  for- 
bidden in  my  mother's  house.  After  I learned  that  my  father  had 
died  of  Huntington's  disease,  I remember  asking  my  mother  about 
him,  not  knowing  that  the  way  the  disease  had  worked  on  him  was 
so  shocking  and  unbearable  that  she  tried  to  spare  us  smaller 
children  from  knowing  the  truth  about  him.  She  didn't  want  us 
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to  know  the  horrible  things  he  had  done  to  her  and  her  family. 

My  mother  had  lived  with  such  pain  from  this  disease  that  it  was 
almost  impossible  for  her  to  talk  about  it  then,  or  now.  But 
the  pain  has  only  started;  it's  far  from  being  finished.  She  has 
eight  children.  One  has  already  died  of  this  terrible  disease. 
How  many  more? 

I have  a brother,  the  second  victim  of  our  family,  who  was 
always  called  "slow"  in  school.  He  could  not  learn  like  most 
children  learn.  He  was  not,  what  you'd  say,  just  up  to  par  with 
the  other  kids,  as  far  as  playing  and  activities.  He  stayed  at 
home.  He  didn't  really  get  out  and  go  like  the  rest  of  us  did. 

I grew  very  close  to  him  as  he  grew  older,  because  it  seemed  like 
I was  kind  of  a second  mother  to  him.  He  came  to  me  for  most  of 
his  needs.  It  seems  like  he  really  never  had  a fair  chance  in 
life. 


He  married,  when  he  was  in  his  early  twenties,  a girl  that 
had  about  as  much  education  as  he  had  had.  Then  it  got  to  where 
every  time  the  phone  rang,  he  was  into  something:  drinking,  in 

trouble  with  the  law  enforcement.  Finally,  they  parted,  and  he 
started  living  in  a little,  old  one  room;  just  working  and  going 
home  and  drinking.  His  landlord  called  me  and  told  me  that  I 
needed  to  come  up  and  see  about  him;  that  he  had  fallen  down  the 
stairs,  and  they  had  to  call  an  ambulance  and  had  taken  him  to 
the  hospital.  He  kept  telling  me  that  he  drank  because  he  didn't 
have  anything  else  to  do,  not  knowing  then  that  it  could  have  been 
Huntington's  working  on  him.  It  didn't  really  cross  my  mind. 

Finally,  about  four  years  ago,  it  really  started.  I had  a 
call  from  the  police  department  that  he  had  been  picked  up  for 
drinking  and  carrying  a knife,  and  they  had  taken  the  knife  away 
from  him.  When  he  got  ready  to  leave  he  told  them  he  needed  it 
because  he  used  it  at  work,  but  they  wouldn't  give  it  back  to  him. 

I called  my  brother,  and  we  went  and  got  him,  trying  to  spare  my 
mother  the  hurt  of  what  was  going  on.  Then,  he  got  beat  up  one 
night  by  two  guys.  He  had  gone  over  to  this  dance  hall  and  went 
inside.  I don't  know  what  happened  inside,  but  two  guys  beat  him 
up.  They  put  eight  stitches  in  his  eye.  I took  him  to  the  doctor. 
He  hadn't  been  paying  his  doctor  bill,  and  they  didn't  want  to 
take  the  stitches  out.  It  was  a terrible  ordeal,  going  through 
that. 
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Right  after  that,  I had  a call  from  him,  and  he  told  me  come 
and  get  him.  I asked  him  where  he  was.  He  was  in  jail.  This 
time  we  found  out  that  he  had  written  bad  checks  all  over  town. 

In  just  about  every  store  where  he  could  write  a check  and  get  it 
cashed,  he  had  written  it.  Fortunately,  my  sister-in-law's  uncle 
was  the  magistrate.  We  talked  to  him  and  asked  him,  if  we  got  the 
money  and  paid  the  checks,  would  he  not  have  to  go  to  court  and 
go  to  prison  for  it.  They  let  us  do  it.  We  got  in  touch  with  all 
the  managements.  We  paid  all  the  checks,  which  was  another 
financial  burden.  This,  I had  to  take  to  my  mother,  because  we 
couldn't  cope  with  it  alone. 

When  he  came  out,  we  talked  to  him  about  going  to  State, 
as  he  said,  to  get  dried  out,  to  see  if  he  would  quit  drinking. 

He  went  down  there  and  stayed  30  days.  He  came  out  and  started 
rehabilitation.  Rehabilitation  got  him  a job  at  Chester  County 
Hospital,  where  he  worked  on  maintenance.  He  worked  real  good  for 
a while,  and  then  he  started  drinking  again,  unknown  to  me . I 
didn't  know  he  was  drinking.  Nobody  told  us  that  he  was  drinking. 
We  thought  everything  was  going  pretty  good. 

Then  one  morning,  I had  a call  from  the  police  department. 

He  had  been  locked  up  again;  this  time,  armed  robbery.  He  had 
gone  into  a store  with  a knife  and  told  the  woman  he  wanted  all 
the  money  in  the  cash  register.  When  she  got  scared  and 
started  to  run,  he  ran  out  the  front  door  and  ran  home  and  put 
the  knife  up.  He  thought  the  police  could  do  nothing  to  him, 
because  they  didn't  have  any  evidence  on  him.  He  didn't  have  the 
knife  in  his  hand.  They  couldn't  prove  he  had  done  anything. 

They  locked  him  up  then,  and  that's  when  our  ordeal  really 
started.  We  tried  to  get  help  from  doctors  to  put  him  into 
State  instead  of  him  standing  trial.  But  some  of  the  doctors 
we  had  talked  to  said  not  to  even  come  by;  they  didn't  want  to 
talk  to  us.  My  personal  doctor,  when  we  called  him,  went  up  to 
talk  to  him.  He  said,  yeah,  he  had  heard  of  it,  but  he  wanted  to 
see  something  he  was  doing.  He  wasn't  far  enough  along.  He  does 
have  a little  of  the  jerking  stages,  but  he's  not  far  enough  along 
to  diagnose  him  by  any  family  doctor.  Our  question  was,  do  we 
let  him  go  to  prison,  or  what  do  we  do? 

Finally,  we  talked  to  the  sheriff.  The  sheriff  sent  him  to 
CCI , which  is  part  of  the  prison  hospital  at  the  state  hospital 
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in  Columbia.  At  CCI  he  was  locked  up  for  30  days  in  a padded 
cell.  The  doctors  would  come  by  and  ask  him  if  he  was  crazy, 
and  things  like  this.  They  said  that  they  could  see  nothing 
wrong  with  him,  so  they  sent  him  right  back  to  jail,  where  he 
was  supposed  to  stand  trial.  My  sister-in-law's  doctor,  in 
Chester,  said  that  he  would  be  glad  to  go  out  and  look  at  him, 
but  we  had  to  have  two  doctors.  Finally,  my  doctor  said  he  would 
go  with  him,  but  that  he  didn't  want  to  take  the  chance  of  a law- 
suit; that  if  he  went  down  there  and  he  came  out,  he  didn't  want 
a malpractice  suit  against  him. 

Finally,  they  went  out.  They  signed  the  papers,  not  saying  he 
had  Huntington's,  but  that  Huntington's  was  in  his  family,  and 
that  he  had  a possibility  of  having  Huntington's.  Therefore,  with 
the  help  of  the  mayor,  the  probate  judge,  and  everybody,  we  did 
gat  him  into  State  Hospital,  where  he  is  now.  But  that  is  really 
not  the  place  for  him.  Huntington's  patients  need  a place  that 
they  can  go  for  help.  The  ward  he  is  in  in  State  is  mostly  for 
alcoholics,  and  he  says  it's  depressing  for  him.  When  he  comes 
home  on  the  weekends,  he  sits  around  and  has  nothing  to  say  be- 
cause he's  very  depressed.  He  doesn't  want  to  go  back.  We  just 
don't  know  how  long  he'll  be  able  to  come  home.  There's  going 
to  be  a day  when  he  won't  get  to  come  back  home,  but  he  thinks 
that  he  will  be  dismissed. 

We  talked  to  the  solicitor  about  the  fact  that  what  if 
State  did  dismiss  him?  They  said,  "Well,  we're  sorry.  He'll 
have  to  go  and  stand  trial.  He'll  have  to  go  to  prison.  We 
can't  dismiss  these  charges  against  him."  What  choice  does  he 
have?  He  can  either  stay  in  State  Hospital;  or  he  can  come  out, 
be  tried,  and  go  to  prison.  He  has  told  me  himself  that  if  they 
send  him  to  prison,  he  won't  make  it.  He's  just  getting  too  far 
along  now  that  I don't  think  he  could  take  care  of  himself  in 
prison . 

Then  I ask  myself,  "Should  I marry  again?  Should  I have 
more  children?"  This  is  something  I have  coped  with  by  myself, 
living  alone.  I really  don't  have  that  many  people  to  turn  to, 
to  talk  to.  My  doctor  says,  "Yeah,  I've  heard  of  it,"  but  he 
doesn't  want  to  talk  about  it.  The  pastors,  they'll  listen  to 
you,  but  there's  nothing  they  can  do  about  it.  Who  do  we  turn 
to?  Like  myself,  who  do  I turn  to  when  I need  somebody  to  talk 
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to.  I don't  have  anyone.  My  ten-year  old  daughter  is  unconcerned. 
This  means  nothing  to  her  now.  I knov;  someday  I've  got  to  tell 
her,  but  not  now.  But  who  do  I talk  to,  outside  of  my  family? 

We  have  built  up  mountains  of  phone  bills  calling  long  distance  to 
talk  to  each  other.  It  helps,  but  it's  not  like  having  somebody 
right  there  that  you  can  pick  up  the  phone  and  call  and  they  can 
come  over,  or  you  can  go  and  talk  to  them.  We  don't  have  anyone 
in  my  home  town  of  Chester  that  we  can  turn  to  who  knows  anything 
about  Huntington's. 

GUTHRIE:  How  far  are  you  from  Dr.  Still? 

GARNER:  About  an  hour's  drive. 

GUTHRIE:  We've  found  that  the  most  supportive  help  that  we 

could  give  in  that  condition  you're  speaking  of  is  when  there  is 
somebody  who's  in  the  same  boat  who  can  talk  with  you.  We  found 
it  was  very  helpful  through  the  organizations.  I hope  that  you'll 
find  friends  there  that  you  can  communicate  with. 

GARNER:  In  our  hometown,  our  family  is  the  CCHD.  We  don't 

have  anybody  outside  of  our  family. 

GUTHRIE:  We've  got  to  find  more,  because  they're  there.  I 

think  you'll  find  that  that  is  the  greatest  help  we  can  offer  at 
this  time.  But  your  story  is  most  important.  We  appreciate  your 
coming . 

ARONSON:  Nancy? 

WEXLER:  May  I ask  you  just  one  question?  How  long  after 

your  brother  was  having  behavioral  problems  (drinking  and  running 
away)  did  the  movements  show  up? 

GARNER:  I think  I have  really  the  noticed  the  movements  in 

about  the  last  two  years. 

WEXLER:  He's  been  having  troubles  for  how  many  years? 

GARNER:  About  three.  The  way  he  moved  his  hands  when  he 

walked,  even  when  he  was  younger,  it's  hard  to  detect  the 
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difference,  because  he's  always  sort  of  walked  balky.  The  only 
way  I can  notice  it  now  is  when  he's  sitting,  and  I can  see  it. 

GUTHRIE:  How  is  his  speech  right  now? 

GARNER:  Right  now,  his  speech  is  fine. 

GUTHRIE:  It  is.  Good. 

GARInIER:  I think  he's  just  in  the  first  stages.  I think  he's 

got  a long  road  to  travel,  because  he's  only  35  now.  I think  he 

has  a long  road  to  travel,  and  I'd  like  to  help  him  down  that  road. 

IVEXLER:  Did  he  have  any  sense  of  what  was  happening  to  him? 

GARNER:  No.  When  he  was  diagnosed  with  Huntington's,  and 

when  Dr.  Still  told  him--today  he  might  say,  "They  tell  me  I've 
got  the  same  thing  that  my  sister  had."  That's  it,  just  very 
unconcerned.  It  doesn't  seem  to  upset  him.  It  doesn't  seem  to 
worry  him. 

^VEXLER:  He  was  unconcerned  with  the  robbery  and  drinking? 

GARNER:  Yes,  like  a child  would  steal  a piece  of  candy  and 

not  expect  to  be  spanked  for  it.  It  seems  sort  of  in  the  same 
order  to  me.  His  mind  works  like  a child's. 

ARONSON:  Thank  you,  Mrs.  Garner.  Mrs.  Anita  Corn? 

TESTIMONY  OF 
ANITA  S.  CORN 
SOUTH  CAROLINA  CHAPTER 
COMMITTEE  TO  COMBAT  HUl'JTINGTON ' S DISEASE 

CORN:  I wasn't  on  the  original  agenda,  but  I appreciate 

being  able  to  be  heard. 

I hardly  know  how  to  begin  this  testimony  as  there  seems  to 
be  so  much  I want  to  say  about  Huntington's  disease  as  it  has 
affected  my  life. 
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I am  "at  risk"  for  HD,  as  my  mother  died  with  it,  as  did  her 
father,  her  sister  and  brother.  I feel  that,  considering  every- 
thing, I was  fortunate  to  have  been  introduced  to  HD  at  a very 
early  age,  at  about  the  time  I was  entering  the  first  grade  in 
school.  At  least  that  is  when  I first  realized  that  something  was 
wrong  with  mama.  I remember  my  childhood  as  being  very  happy. 

The  heartache  of  watching  my  mother's  condition  take  its  toll  on 
her  body  and  mind  was  softened  by  the  way  she  refused  to  give  in 
to  it.  Being  the  oldest  of  the  two  children,  I was  the  one  daddy 
would  always  tell  to  "go  with  your  mother  and  help  her."  She 
never  gave  up  trying  to  find  some  cure  for  "what  she  had. " I 
didn't  know  what  it  was,  but  I gathered  from  bits  of  conversations 
I would  hear  that  it  had  something  to  do  with  my  grandfather,  who 
I could  just  barely  remember  seeing  once. 

My  mother  tracked  down  every  possible  lead  that  she  heard 
about  to  make  her  well.  Needless  to  say,  it  got  very  expensive 
and  my  father  was  a Sgt.  in  the  Army,  stationed  at  Wofford 
College  in  the  ROTC  Unit  in  Spartanburg,  and  money  was  not  very 
plentiful.  However,  he  couldnot  refuse  her  checking  into  any- 
thing that  would  even  have  a remote  chance  of  helping  her. 

Now,  I don't  really  know  how  much  my  daddy  knew  about  this 
disease  at  that  time.  It  seemed  to  be  something  rare,  and  a lot 
of  different  doctors  had  a lot  of  different  opinions  about  it. 

This  was  true  even  until  after  I got  married  in  1946.  When  the 
time  came  that  it  was  necessary  to  take  mama  to  the  state  hospital, 
I was  eleven  years  old.  We  kept  her  with  us  longer  than  the 
doctors  said  we  should  have  for  her  safety  and  that  of  my  sister 
and  me.  There  were  a couple  of  attempts  at  suicide,  and  daddy 
began  to  be  afraid  for  us.  It  was  the  hardest  decision  he  ever 
had  to  make.  I think  I realized  this  the  day  he  left  to  take  her 
to  Columbia,  with  her  thinking  that  she  would  be  coming  back  soon, 
and  him  knowing  different. 

At  this  point,  my  reason  for  sharing  these  memories  with  you 
is  to  point  up  what  a great  need  we  had  for  (a)  counseling  for 
the  entire  family;  (b)  prehospital  care  and  therapy  for  my 
mother;  and  (c)  ability  of  doctors  to  diagnose  the  disease. 

Family  counseling,  in  particular,  for  daddy,  my  sister  and  me 
would  have  been  invaluable  in  reshaping  our  lives  without  mama. 
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Up  to  this  time,  our  concern  was  for  mama  and  her  sickness, 
the  awful  emptiness  after  she  went  to  the  hospital.  After  3 
years,  the  doctors  asked  us  not  to  come  to  see  her.  It  was  too 
upsetting  to  her,  and  they  said  it  was  not  good  for  us,  either. 

So  we  went  along  with  the  process  of  growing  into  teenagers  with 
daddy  keeping  the  home  together,  being  both  father  and  mother. 

It  may  seem  odd,  but  we  had  a happy,  normal  homelife,  for  which 

I give  a special  thanks  to  my  daddy.  However,  as  we  grew  older 

and  became  really  aware  of  what  the  situation  was  and  how  it 
would  affect  us,  there  were  periods  of  despondency  over  what 
would  happen  to  us.  The  doctors  at  the  state  hospital  had  told 
daddy  that  he  didn't  have  to  worry  about  us  because  the  disease 
skipped  a generation,  which  meant  that  my  sister  and  I wouldn't 
have  it,  but  our  children  would.  They  suggested  to  daddy  that 
it  would  be  best  if  we  didn't  marry.  We  didn't  know  this  till 

after  we  were  married  because  daddy  just  wouldn't  tell  us  that 

part  of  it. 

I was  married  in  1946,  but  not  until  after  I had  told 
Raymond,  my  future  husband,  all  about  mama  and  her  disease  and 
all  I knew  about  it  at  that  time,  some  of  which  was  true  and 
some  misinformation.  As  with  most  young  people  in  love,  he  said 
it  didn't  make  any  difference  to  him;  and  by  then  I was  sure 
nothing  was  going  to  happen  to  me.  My  sister  got  married  6 months 
later.  At  that  time,  mama  was  still  in  the  hospital,  but  we  had 
had  no  direct  contact  with  her  for  years.  We  had  not  forgotten 
her,  but  there  was  just  nothing  we  could  do.  The  doctors  said 
she  was  just  a living  vegetable. 

About  nine  months  after  I was  married,  mama  died — nine  years 
after  she  entered  the  hospital.  I cannot  tell  you  how  hard  this 
hit  me.  I had  always  thought,  and  had  talked  to  God  about  it, 
that  she  would  be  better  off  not  to  be  alive  in  her  condition  and 
in  that  awful  place.  I was  not  prepared  for  the  terrible  guilt  I 
felt  for  having  thought  that  and  for  not  having  visited  her  in  the 
hospital  in  spite  of  what  the  doctors  said.  At  any  rate,  I had  a 
hard  time  dealing  with  it  for  a while. 

Shortly  after  this,  I learned  I was  pregnant.  Raymond  and  I 
had  not  really  been  concerned  about  when  we  would  start  a family, 
but  we  hadn't  decided  that  we  would  not.  So,  we  were  not  at  all 
unhappy  with  the  news.  However,  my  daddy  was  real  upset  about  it. 
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on  account  of  our  history.  I mentioned  this  to  my  medical  doctor, 
who  insisted  that  I see  about  four  other  doctors.  I can't  even 
remember  their  names,  but  I know  several  of  them  were  in  mental 
health  and  were  checking  my  history.  Somewhere  along  the  line  I 
had  been  given  the  impression  that  the  pressure  on  the  spine  from 
carrying  a baby  could  start  the  onset  of  HD  in  me,  as  well  as  the 
baby  could  be  "at  risk,"  too.  This  period  in  my  life  is  sort  of 
vague  to  me;  possibly  because  I wanted  not  to  think  about  it. 

I was  just  getting  over  mama's  death,  and  I was  constantly  sick 
due  to  my  pregnancy.  The  unanimous  opinion  of  the  doctors  I had 
seen  was  that  I should  have  a therapeutic  abortion.  After  much 
prayer  and  counseling  with  our  minister,  Raymond  and  I decided 
that  this  would  be  the  right  decision.  This  was  done  in  February 
1948.  At  that  time,  they  also  did  a tubal  ligation. 

Once  the  decision  was  made,  neither  Raymond  or  I have  re- 
gretted it.  It  was  not  an  easy  decision,  but  it  was  not  done  in 
haste  nor  without  much  prayer  and  consideration.  We  told  our- 
selves that  we  didn't  need  children.  We  had  a happy  marriage, 
and  we  enjoyed  our  life  together  as  it  was.  We  didn't  consider 
adoption  because  of  the  mental  illness  in  my  family.  I knew 
they  would  not  accept  us  as  applicants. 

This  brings  me  to  another  phase  of  my  life,  that  of  a 
happily  married  woman  whose  husband  has  just  returned  from  his 
tour  of  duty  in  the  service.  We  had  a new  home  and  everything 
was  going  fine.  One  day  I came  across  an  article  about  genetic 
diseases  and  how  getting  in  touch  with  a geneticist  and 
learning  the  truth  about  your  hereditary  disease,  instead  of 
listening  to  "old  wives'  tales,"  could  make  a great  difference 
in  your  life.  I immediately  got  in  touch  with  Dr.  C.  Nash  H 
Herndon  at  the  Bowman-Gray  School  of  Medicine  in  Winston-Salem, 
N.C.,  and  paid  him  a visit.  It  changed  our  lives  in  a way  we 
never  thought  possible.  He  researched  the  HD  in  mama's  family 
back  as  far  as  he  could  from  the  records  in  the  Tuscaloosa  State 
Hospital  in  Alabama.  He  was  convinced,  and  really  convinced 
Raymond  and  me,  that  the  chance  of  me  having  HD  was  so  very 
slight  that  I shouldn't  worry  about  it  at  all.  He  based  it  on 
his  findings  on  the  age  of  onset  in  our  history  and  also  his 
examination  and  observation  of  me  on  the  periodic  visits  I made 
to  him.  You  cannot  imagine  the  weight  that  was  lifted  from  me. 

I quit  thinking  about  it  at  all. 
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On  one  visit  he  suggested  that  we  adopt  a baby  and  start 
our  family.  We  were  flabbergasted  at  this  because  we  didn't  ever 
dare  think  of  such  a thing  because  of  the  HD  risk.  He  said  he 
was  so  sure  that  I would  not  have  it  that  he  would  be  glad  to  get 
in  touch  with  the  S.  C.  Children's  Bureau  Director,  Elizabeth 
Mouzon,  and  vouch  for  my  health.  We  were  so  excited  we  could 
hardly  wait  to  get  back  home  to  put  in  our  application  for  a baby. 
We  just  thought  we  were  happy  before.  It  was  exciting  even  going 
through  all  the  interviews  and  investigations  that  all  applicants 
with  the  Children's  Bureau  go  through.  We  just  couldn't  believe 
it.  They  accepted  Dr.  Herndon's  recommendation,  and  after  three 
years  of  waiting  after  we  were  approved  we  got  a blessed  baby 
boy.  After  another  three  years  of  waiting  we  got  another  equally 
blessed  baby  boy.  Our  oldest  boy,  Randy,  finished  high  school 
last  year,  and  David  is  a sophomore  this  year. 

I thank  God  for  leading  me  to  see  Dr.  Herndon  and  what  that 
meant  to  Raymond  and  me.  My  purpose  in  sharing  this  with  you  is 
the  hope  that  something  will  be  done  in  research  and  training  for 
people  to  be  able  to  recognize  and  lead  people  out  of  a seemingly 
hopeless  situation  involving  HD  into  a future  with  hope.  In  my 
opening  statement,  I said  I was  fortunate  to  have  been  aware  of 
the  HD  in  my  family  at  an  early  age,  and  my  reasoning  in  this  is 
because  I was  able  to  have  a certain  amount  of  control  over  my 
life  and  my  offspring.  I think  it  is  much  harder  on  HD  families 
who  learn  of  their  involvement  right  out  of  the  blue  after  they 
are  grown  and  have  children  of  their  own.  I really  feel  for  their 
anxiety.  It  is  much  harder  on  them. 

I don't  know  if  this  is  the  type  testimony  you  are  interested 
in,  but  if  it  will  help,  I am  glad.  The  important  thing  is  to  get 
help  for  our  people  in  any  way,  but  especially  where  the  need  is 
the  greatest. 
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ARONSON:  Thank  you,  Mrs.  Corn. 

GUTHRIE:  I have  no  question,  just  to  say  thank  you  so  much 

for  telling  your  story. 

CORI'I : You  just  don't  know  what  the  CCHD  has  meant  to  me, 

because  until  that  time  (when  I came  to  that  first  meeting,  when 
you  started  the  chapter  in  Columbia) , I had  never  talked  with  any- 
body, other  than  my  sister,  about  it,  because  we  thought  it  was  so 
rare  that  we  didn't  know  it  was  around.  I've  met  some  of  the  most 
wonderful  people  through  it. 

ARONSON:  Thank  you.  Winnie  Nolen? 

TESTIMONY  OF 
WINNIE  G.  NOLEN 
FLORIDA  CHAPTER 

COMI^ITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

NOLEN:  I'm  Winnie  Nolen,  from  Panama  City,  Florida.  For  as 

long  as  I can  remember,  some  member  of  my  family  has  been  dying 
with  Huntington's  disease.  My  first  memory  of  Huntington's 
disease  goes  back  to  my  grandfather.  He  would  come  and  visit 
us,  and  his  body  was  in  a constant  movement.  It  would  make  you 
feel  tired  just  watching  him.  He  died  at  age  72,  and  was  never 
diagnosed  as  having  HD.  The  next  person  to  die  was  my  uncle 
(my  mother's  brother).  He  died  in  1972  at  age  66. 

It  seems  that  my  mother  has  been  ill  for  as  long  as  I can 
remember.  After  taking  her  from  one  doctor  to  another,  I finally 
took  her  to  Oschner  Clinic  in  1960.  Right  away,  the  neurologist 
told  me  that  she  had  Huntington's  disease,  a word  I had  never 
heard  before.  He  told  me  it  was  rare,  there  was  no  cure,  and  no 
research  going  on.  He  mentioned  that  it  was  hereditary,  and  that 
I would  probably  want  to  learn  more  about  it.  At  that  time  I was 
so  upset  I could  not  think  of  many  questions  to  ask. 

When  we  returned  home,  at  a later  date,  I questioned  our 
family  doctor  about  it,  since  he  had  Parkinson's  disease  on  her 
records.  He  told  me  that  maybe  I had  better  take  her  back  to  the 
specialist,  so  I didn't  question  him  any  further. 
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In  1965,  my  husband  was  transferred  to  De  Land,  Florida.  At 
this  time  my  mother's  condition  has  worsened  to  a point  where  it 
was  difficult  for  my  father  to  cope  with  her  full  time.  I took 

her  to  De  Land  for  a visit  with  me;  and  while  she  was  there  I 

made  an  appointment  with  Dr.  Wilbur  Pickett,  in  Daytona  Beach. 

Dr.  Pickett  made  it  a point  to  discuss  Huntington's  disease  with 
my  husband  and  me.  This  is  the  only  doctor  we  have  seen  over 
the  years  (and  we  have  seen  many)  who  did  this. 

I have  either  cared  for,  or  supervised  the  care  of,  my  mother 
for  the  past  16  years.  At  the  present  time  she  is  71  years  of  age 
and  is  completely  helpless  (cannot  move  or  speak) , and  has  to  have 
24 -hour  care.  She  has  been  tube-fed  for  the  past  six  years.  We 
have  her  at  our  home  and  have  a hospital  room  set  up  for  her. 

My  only  brother  spent  24  years  in  the  Navy.  At  the  time  of 

retirement  he  was  diagnosed  as  having  HD.  He  was  in  and  out  of 
Portsmouth  Naval  Hospital  for  about  a year.  When  the  doctors 
sent  for  my  mother's  medical  records,  they  immediately  diagnosed 
him  as  having  it  and  discharged  him.  This  was  very  hard  for  him 
to  accept.  The  doctor  there  told  my  sister-in-law  there  was  no 
cure  and  no  research  going  on  anyplace  in  the  world. 

My  sister-in-law  continued  to  investigate  and  learned  of  a 
small  research  program  going  on  at  the  National  Institutes  of 
Health.  They  signed  up  for  this  and  waited  16  months  for  him  to 
get  in.  During  this  period  of  waiting,  my  sister-in-law  des- 
cribed him  like  a stick  of  dynamite  ready  to  explode.  He  could 
not  accept  the  fact  that  he  had  HD.  Finally,  he  got  into  the 
National  Institutes  of  Health  and  participated  in  the  L-dopa 
tests.  Upon  his  release,  they  moved  to  Panama  City;  and  at  this 
point  he  seemed  to  have  accepted  the  fact  that  he  did  have  HD. 

The  disease  has  progressed  very  rapidly  for  him.  At  this  point, 
he  has  difficulty  with  his  speech;  he  cannot  walk  across  the 
room  without  help;  and  his  wife  has  to  bathe,  shave,  and  dress 
him.  They  have  two  daughters,  ages  18  and  19. 

I am,  of  course,  at  risk;  and  I have  two  children,  ages  9 
and  12.  Some  of  my  biggest  problems  have  been  lack  of  contact  with 
doctors  who  had  knowledge  of  Huntington's  disease.  We  do  not  have 
a neurologist  in  Panama  City,  and  we  have  never  had  one.  The 
length  of  the  illness,  the  expense  of  proper  care,  the  confinement 
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of  family  members  who  care  for  these  patients.  These  people  have 
unicjue  problems,  and  they  can't  be  left  alone  with  just  a sitter. 
They  have  to  have  someone  who  understands  them.  I feel  that  if 
we  had  had  proper  counseling  at  the  time  of  diagnosis,  and  therapy 
begun  immediately,  it  would  have  helped  us  to  make  a better  life 
and  helped  our  problems  to  be  a little  easier. 

ARONSON:  Thank  you,  Mrs.  Nolen. 

GUTHRIE:  I wanted  to  say,  I know  you've  been  coping 

beautifully,  though,  Winnie.  You're  another  good  example  of 
people  who  are  learning  how  to  live  at  risk. 

NOLEN:  Thank  you. 

WEXLER:  I've  seen  HD  patients  who  have  not  admitted  that 

they  had  HD  for  ten  years,  who  finally  admit  the  diagnosis  when 
they  learn  about  research  that's  going  on,  and  they  learn  that 
it  isn't  as  hopeless  as  we  once  thought.  I wonder  if  being  able 
to  participate  in  the  NIH  research  helped  your  brother  cope  with 
the  disease  at  all? 

NOLEN:  I understand  he  was  a very  difficult  patient  when  he 

was  there.  He  did  not  cooperate  as  he  should  have.  Of  course, 
he  participated  in  the  L-dopa  tests,  which  Marjorie  said  was  bad 
for  him.  I don't  know  if  this  has  caused  the  deterioration  to 
have  speeded  up  or  not. 

GUTHRIE:  We  don't  know. 

NOLEN:  We  don't  know.  But  it  definitely  has  been  so  much 

faster  than  my  mother's.  My  grandfather  lived  to  be  72,  and  he 
never  knew  he  had  it.  But  my  brother  has  completely  given  up. 

He  doesn't  take  part  in  anything.  He  doesn't  try  to  do  anything 
for  himself. 

ARONSON:  Winnie,  thank  you  very  much. 

NOLEN:  Thank  you. 

ARONSON:  Patsy  Tarleton. 
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TESTIMONY  OF 
PATSY  TAKLETON 

LEXINGTON,  SOUTH  CAROLINA 


TARLETON:  You've  already  heard  from  two  members  of  my 

family.  We  are  a unit  when  it  comes  to  Huntington's,  but  each  one 
of  us  has  a story,  and  I'd  like  to  tell  mine. 

The  first  time  I heard  "Huntington's  disease"  was  in 
October  of  1968.  At  this  time,  I had  an  older  sister  in  the 
South  Carolina  State  Hospital,  and  she  had  been  there  about  three 
years.  We  did  not  know  what  was  wrong  with  her.  There  had  been 
many  emotional  problems  in  her  past.  I think  most  of  the  family 
suspected  that  it  was  nerves,  although  when  physical  problems  be- 
gan occurring,  we  didn't  know  what  to  think.  Thinking  back  now, 

I believe  that  there  was  this  unknown  fear  there  even  then,  even 
though  we  did  not  know  what  it  was . There  had  been  so  many  family 
problems  and  suffering  so  long  before  this. 

To  go  on  with  my  story,  it  was  at  this  time  that  I received 
a telephone  call  from  an  older  brother,  who  was  living  in 
Columbia.  He  had  been  contacted  by  Dr.  Charles  Still,  at  the 
William  S.  Hall  Institute,  and  had  met  with  Dr.  Still.  He  was 
calling  me  to  let  me  know  that  they  had  found  out  what  was  wrong 
with  our  sister.  He  had  made  another  appointment  with  Dr.  Still 
for  me  and  my  husband;  he  and  his  wife  would  go  with  us. 

We  sat  there  with  Dr.  Still  as  he  explained  about  this 
disease.  I must  say  that  the  medical  explanation  seemed  not  to 
hit  me  at  this  time.  All  I could  really  hear  was  that  this 
disease  was  in  my  family,  and  had  been  there  generations  back. 

Here  was  that  unknown  fear  that  my  family  had  suspected  a long 
time  ago.  The  doctor  went  on  to  tell  me  that  our  father  had  been 
the  parent  with  Huntington's.  How  can  I tell  about  the  memories 
and  nightmares  this  information  made  me  relive  again.  Some  are 
just  too  painful  and  hurting  that  I just  could  not  even  write 
or  talk  about  them.  My  father  committed  suicide  when  he  was 
35  years  old.  He  was  in  prison  at  the  time.  For  years  before 
he  was  sent  to  prison  our  family  life  had  been  hell.  Today,  I 
know  that  he  was  sick  and  had  no  control  over  the  things  that 
he  did.  There  had  been  drinking  problems,  just  to  name  one 
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problem,  and  many  other  problems  that  are  just  too  shameful  to 
talk  about. 

I'm  telling  about  this,  even  though  it  happened  years  ago, 
because  my  family  has  to  live  with  the  memories  and  scars  today 
from  the  effects  of  Huntington's  disease  way  back  in  the  past,  even 
though  we  had  no  knowledge  of  the  disease. 

Then,  I hear  the  doctor  explaining  about  the  genetics  of  this 
disease.  I have  five  brothers  and  two  sisters.  One  sister,  the 
oldest  of  the  eight  children,  has  been  diagnosed  as  having 
Huntington's.  The  doctor  goes  on  to  tell  us  that  the  statistics 
say  that  four  out  of  the  eight  of  us  would  have  Huntington's. 

These  were  proven  facts.  How  do  you  describe  your  feelings  at 
a time  like  this?  I remember  thinking  that  even  though  this 
information  could  possibly  help  us  to  understand  why  our  father 
had  been  like  he  was,  maybe  ignorance  had  been  bliss,  in  a way. 

Here  I was  at  this  stage  of  my  life,  thinking,  "Life  is 
good."  I had  a good  and  loving  husband  and  a wonderful  daughter. 

I guess  I was  thinking  that  I had  come  a long  way  and  made  it,  as 
far  as  life  was  concerned.  The  old  emotional  problems,  I had  put 
in  perspective,  and  life  was  happy.  Well,  here  these  old  emotion- 
al problems  were  thrown  right  back  into  my  life  again;  and  along 
with  these  came  new  ones  to  deal  with. 

I left  the  doctor's  office  scared,  confused,  numb,  depressed, 
and  drained,  emotionally.  After  getting  home,  and  all  of  this 
beginning  to  hit  me,  I thought,  "I  can't  go  through  this."  I 
wanted  to  deny  everything  the  doctor  had  told  us.  Each  day  was 
an  ordeal.  At  this  time,  I was  33  years  old. 

We  had  been  told  by  Dr.  Still  that  Huntington's  disease 
seems  to  have  certain  family  traits;  that  is,  that  in  some 
families  it  seems  to  always  show  up  at  an  earlier  age.  In  tracing 
back  members  of  my  particular  family,  it  seems  to  affect  our 
family  members  earlier  in  age  than  the  average  age  of  onset. 

Also,  for  some  reason,  it  seems  to  affect  our  family  members  more 
emotionally  at  first,  rather  than  physical  symptoms.  This  had 
been  so  in  the  life  of  my  father.  I said  earlier  that  he  died 
at  35.  Before  his  death,  we  saw  no  physical  symptoms  of  anything 
being  wrong.  There  were,  of  course,  the  emotional  symptoms. 


2-589 


Atlanta,  Georgia 


October  21,  1976 


however.  There  had  also  been  a sister  of  his  for  whom  the 
emotional  symptoms  had  come  first.  She  lived  longer;  and,  there- 
fore, physical  symptoms  did  appear  later.  This  aunt  died  in  the 
State  Hospital,  in  North  Carolina.  In  the  case  of  my  older  sister, 
in  the  hospital  at  this  time,  this  seemed  to  be  the  same  pattern. 
She  was  38.  She  had  begun  to  show  physical  symptoms  just  in  the 
last  few  years.  There  had  been  emotional  disturbance  for  years 
before  that  time,  however. 

From  these  facts.  Dr.  Still  had  given  me  just  a small  glimmer 
of  hope  that  maybe,  because  of  my  age  at  this  time  (and  because 
I was  showing  no  emotional  symptoms),  I was  one  of  the  lucky  ones. 
But  he  could  not  assure  me  that  this  was  true.  So  I still  had  to 
accept  the  statistics,  that  there  was  a 50-50  chance  that  I would 
have  Huntington's.  Another  reaction  to  this  information  was  that 
if  I were  one  of  the  so-called  lucky  ones,  there  was  still  the 
rest  of  my  family.  I could  not  help  but  feel  guilt  feelings 
knowing  that  other  family  members  younger  than  myself  would  not 
be  able  to  have  this  small  amount  of  hope  that  I could  latch  on 
to  at  this  time  because  of  my  age. 

At  this  time,  there  was  also  the  responsibility  on  my  brother 
and  myself  to  carry  this  news  to  the  rest  of  our  younger  brothers, 
sister,  and  mother.  They  were  told  by  us;  and  later,  there  was 
a consultation  with  Dr.  Still  again  with  the  whole  family.  Every- 
one was  crushed,  of  course.  All  of  us  were  married,  with  children, 
except  for  two  brothers  who  had  no  children.  How  does  a whole 
family  accept  news  of  this  kind  and  go  on  with  life?  We  felt  so 
alone.  A few  more  people  today  know  of  Huntington's,  but  at  that 
time  it  seemed  as  if  no  one  had  heard  of  it.  Even  our  family 
doctors  could  be  of  no  help.  If  we  had  not  been  able  to  cling 
to  each  other  during  that  time,  I cannot  even  think  what  may  have 
happened . 

To  get  back  to  myself,  I felt  a great  responsibility,  being 
older,  to  show  strength  around  other  family  members.  But  then, 
when  there  were  the  times  alone,  this  strength  would  vanish.  If 
I had  not  had  an  understanding  husband  to  go  through  this  time 
with  me,  I believe  it  is  possible  that  I could  have  had  a nervous 
breakdown;  and  I consider  myself  a strong  person. 
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We  had  just  moved  to  a new  town,  and  I didn't  have  many 
friends  at  that  time.  I did  not  work,  and  my  daughter  was  11 
years  old  and  in  school  most  of  the  day.  So  this  left  me  at 
home  by  myself  with  a lot  of  time  to  think.  I had  to  face  the 
fact  that  if  I did  have  Huntington's,  I had  passed  on  to  my 
daughter  the  50-50  chance  of  having  it,  too.  Three  months  after 
I learned  of  Huntington's  in  my  family,  there  was  a possibility 
that  I may  be  pregnant.  My  husband  and  I had  wanted  another  child 
ever  since  my  daughter  was  two  years  old.  I could  not  help  but 
ask  myself,  "VJhy  does  it  happen  at  this  time?"  No,  I didn't, 
and  wouldn't,  think  of  an  abortion.  I looked  at  this  pregnancy 
as  a miracle  from  God  to  tell  me  that  there  is  a reason  to  go  on 
with  life.  Sure,  there  was  still  the  disease  to  live  with,  but  I 
had  to  believe  that  God  was  sending  us  this  baby  for  a reason. 

This  baby  boy  is  now  seven  years  old.  How  can  I say  v;hat  he  has 
meant  to  my  family?  Today,  there  are  no  regrets  about  this 
pregnancy.  Who  knows  about  the  future? 

I tell  about  this  event  in  my  life  at  this  time  because  I 
believe  that  through  this  my  faith  in  God  was  restored  and 
became  stronger,  and  He  helped  me  to  accept  Huntington's  in  my 
life.  The  facts  of  Huntington's  were  still  there  and  had  to  be 
dealt  with  day  by  day.  There  was  the  problem  of  Huntington's 
in  the  case  with  my  sister  in  the  State  Hospital  at  that  time. 

I don't  want  to  sound  ungrateful  for  all  they  did  to  care  for  her 
at  the  State  Hospital,  but  it  is  a fact  that  they  just  are  not 
set  up  to  take  care  of  Huntington's  patients.  We  saw  the  need  for 
a facility  to  care  for  patients  of  Huntington's  and  other  related 
diseases.  My  family  had  to  stand  back,  helpless,  and  watch  a 
family  member  deteriorate  before  our  very  eyes.  She  died  in  the 
State  Hospital  in  early  40 's.  At  this  time,  we  had  to  say  to 
ourselves,  "How  many  more  family  members  will  we  have  to  watch 
go  down  the  same  road?" 

About  a year  later,  a younger  brother,  who  had  already  had 
some  emotional  problems,  began  to  have  even  more.  There  began  a 
drinking  problem,  along  with  minor  trouble  with  the  law;  then 
later,  a more  serious  encounter  with  the  law.  I think  my  sister 
touched  on  this.  I won't  go  into  that  again,  because  she  did 
tell  about  it,  but  he  is  in  the  State  Hospital  at  this  time.  As 
she  said,  the  State  Hospital  is  not  the  answer  for  Huntington's 
patients,  but  what,  or  where  else,  do  we  have  right  now? 
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Today,  I am  40  years  old.  So  far,  I am  showing  no  symptoms 
of  Huntington's.  There  is  still  the  knowledge,  however,  that  I 
could  have  Huntington's.  My  daughter  is  19  years  old.  When  she 
v/as  16  we  found  that  because  of  a female  medical  problem  she 
would  not  be  able  to  have  children.  I felt  sadness  when  I learned 
of  this,  but  I also  felt  a certain  relief  because  of  the  genetics 
involved  in  Huntington's.  At  least  she  wouldn't  have  to  cope  with 
the  problem  of  whether  to  have  children  or  not.  My  son  is  now 
seven  years  old.  I hope  and  I pray  that  when  the  time  comes  for 
us  to  tell  him  about  Huntington's,  we  will  have  better  news  than 
there  is  today  about  Huntington's.  I have  to  believe  that  there 
is  hope  for  the  future  of  Huntington's  patients.  Thank  you. 

ARONSON:  Thank  you,  Mrs.  Tarleton.  Any  questions? 

GUTHRIE:  Just  thank  you  very  much. 

ARONSON:  Mr.  Sam  Airov? 

TESTIMONY  OF 
SAM  AIROV 
ATLANTA,  GEORGIA 

AIROV:  My  name  is  Sam  Airov.  I am  the  oldest  surviving 

member  of  a Huntington's  family,  and  deeply  involved  because  we've 
had  four  cases  to  date.  My  father  passed  away  in  a state  institu- 
tion 33  years  ago  of  what  was  then  diagnosed  as  a massive  cerebral 
hemorrhage.  Since  then,  of  course,  we  found  out  that  he  was  an 
HD  carrier.  I lost  a sister  in  September  of  1974.  She  left  a 
son  and  a daughter,  who  are  now  both  married  and  have  families 
of  their  ov;n.  I lost  a brother  in  April  of  this  year.  He  was  a 
professor  at  Emory  University.  He  was  one  of  the  senior  profes- 
sors there  and  held  in  very  high  regard.  He  was  most  active  in 
the  school,  setting  up  curricula  and  on  administrative  committees. 
In  fact,  when  he  was  adjudged  as  an  HD  person,  they  were  in  the 
process  of  setting  up  a course  in  urban  resources,  and  such  as 
that. 


I have  a surviving  sister,  who  is  now  in  Creedmoor  Hospital 
in  Nev7  York.  She  was  under  the  care  of  Dr.  Whittier  and  his  staff. 
Since  she's  been  a patient  there,  I understand  that  Dr.  Whittier 
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has  been  nvDved  to  other  facilities,  and  they're  abandoning  his 
program  at  Creedmoor.  My  brother-in-law  has  been  told  to  find 
other  facilities  for  her,  which  is  almost  financially  impossible. 

I talked  with  my  brother-in-law  several  days  ago.  He  said  that 
he  inquired  at  one  or  two  nursing  homes  in  New  York  City,  and 
they  gave  him  a figure  of  $1800  a month  for  nursing  care.  It 
would  take  a millionaire  to  finance  such  a program. 

I personally  became  involved  with  my  brother  about  seven 
years  ago,  when  Emory  put  him  on  retirement  due  to  his  condition. 

At  that  time,  I conferred  with  Dr.  Falek  for  genetic  and  family 
counseling.  He  suggested  that  if  it  were  possible,  rather  than 
to  hospitalize  him  or  put  him  in  an  institution — incidentally,  he 
had  never  married;  he  had  no  family.  He  was  declared  incompetent 
and  the  state  appointed  me  his  legal  guardian.  I made  arrangements 
to  put  him  in  an  apartment,  with  attendants  around  the  clock. 

They  had  transportation,  and  he  was  well  taken  care  of.  Emory, 
fortunately,  had  a terrific  insurance  program.  He  had  enough 
disability  insurance,  plus  his  Social  Security  disability,  to 
practically  pay  his  expenses;  whatever  he  lacked,  I subsidized 
personally.  He  died  this  past  spring,  as  I say,  in  a nursing 
home,  under,  to  me,  very  unfortunate  conditions,  which  I'll  touch 
on  later. 

Both  of  my  sisters,  as  I said  before,  are  married.  They 
have  children  of  their  own.  One  has  three  daughters.  My 
older  sister  passed  away  with  cancer  about  15  years  ago.  Whether 
she  was  at  risk  with  HD,  I don't  know.  She  left  a son  and  a 
daughter,  who,  as  I said  before,  have  raised  families  of  their 
own.  A sister  is  still  living.  She  has  two  daughters  who  are 
now  in  their  mid-twenties.  All  of  these  girls,  incidentally,  are 
college-educated.  None  of  these  kids  will  every  marry.  They 
have  flatly  stated  that  they  will  never  marry  on  account  of  the 
risk  of  HD.  I'm  68  years  old;  retired.  I,  personally,  don't 
think  that  I'll  ever  be  afflicted;  in  fact,  it  hasn't  crossed  my 
mind. 

In  view  of  all  this,  I'd  like  to  make  some  recommendations 
to  the  Commission.  I'll  read  from  a letter  that  I sent  in. 
Incidentally,  this  letter  was  mailed  late.  Whether  or  not  you 
received  it,  I don't  know.  All  I have  here  is  just  a copy. 

First,  due  to  the  nature  of  this  disease,  which  is  primarily  a 
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genetic  (hereditary)  disorder,  about  which  very  little  is  known 
as  to  its  cause  and  detection  at  an  early  stage,  it  is  most 
important  for  an  immediate  study  and  expansion  of  research  by 
many  branches  of  the  medical  profession,  such  as  neurologists, 
geneticists,  psychologists,  medical  doctors,  counselors,  et 
cetera.  These  needs  are  most  important  so  that  as  progress  is 
made,  they  may  be  applied  to  the  direct  benefit  of  HD  patients 
and  their  families. 

Of  course,  all  this  takes  time,  patience,  and  money.  As  a 
retired  businessman,  money,  to  me,  is  the  big  problem.  Unfortun- 
ately, private  funds  and  philanthropic  donations  don't  even  begin 
to  cover  the  expenses.  Unfortunately,  we  don't  have  a Jerry  Lewis 
or  a Danny  Thomas  to  go  nation-wide  and  raise  funds  for  our 
program.  Therefore,  it's  incumbent  upon  government  help.  Federal, 
state,  local,  whatever  the  case  may  be,  so  that  this  research  and 
study  may  be  expanded  and  improved. 

Secondly,  comes  the  care  of  patients,  in  which  I am  most 
deeply  involved.  There  are  very  few  families  that  are  financially 
or  emotionally  able  to  keep  the  patients  at  home.  Therefore, 
the  majority  of  HD  patients  have  got  to  go  to  outside  help, 
whatever  the  help  may  be,  whether  it's  medical  or  genetic 
counseling.  These  needs  are  primarily  for  medical  and  physical 
care,  therapy  of  various  types,  patient  and  family  counseling, 
and  the  need  for  early  detection  and  diagnosis.  Unfortunately, 
the  onset  of  HD  does  not  become  apparent  in  the  majority  of  cases 
until  middle  age  (mostly  the  thirties  or  forties) , when  most  of 
these  victims  already  have  established  families  and  children  of 
their  own. 

Lastly,  there's  the  most  urgent  need  for  nursing  home, 
institutional,  and  outpatient  medical  facilities  at  a reasonable 
cost.  That  is  a big  factor.  Also,  these  patients  should  not  be 
subjected  to  conditions  which  are  neither  humanitarian  nor  under- 
standing, to  which  they  are  subjected  to  in  most  mental  hospitals. 
This  factor  is  a real  problem  because  these  homes  and  facilities, 
for  the  most  part,  have  no  knowledge  (or  at  least  little  knowl- 
edge) of  the  needs  of  HD  patients  who  are  often  treated  as  mental 
patients  and  isolated  as  such.  In  most  cases,  these  HD  people 
are  aware  of  their  afflictions  and  surroundings  and  the 
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manifestations  of  IID;  but  due  to  their  physical  and  medical 
problems,  they  are  unable  to  protest. 

In  my  own  particular  case  with  my  brother,  within  a period  of 
only  a few  short  weeks,  I had  to  move  him  from  one  nursing  home  to 
another.  I had  him  in  a nursing  home  for  just  three  weeks.  One 
Friday  afternoon  I got  a call  from  this  nursing  home  to  come  and 
get  him  out.  This  was  at  5:00  o'clock  in  the  afternoon.  I said, 
"What's  the  problem?"  "He's  having  some  difficulty  with  the  other 
patients.  He's  had  some  problems  with  the  help."  I think  they 
tried  to  make  him  do  things,  and  he  became  frustrated  and  belliger- 
ent. That  was  5:00  o'clock  on  a Friday  afternoon. 

Fortunately,  Dr.  Falek  and  I are  rather  close.  I called 
Dr.  Falek 's  office.  Through  his  staff,  he  arranged  for  me  to 
get  my  brother  out  here  for  a period  of  three  weeks,  until  I 
was  able  to  make  arrangements  with  a private  nursing  home.  He 
went  to  this  other  nursing  home  and  stayed  there  just  two  weeks 
before  he  passed  away. 

Again,  I must  stress  the  support  (inaudible) , both 
financially,  medically,  and  other  means,  for  research  and 
training,  for  the  study  and  development  of  a comprehensive 
national  program  to  help  these  unfortunate  people  and  families. 

I can  only  hope  that  your  Commission  will  see  fit  to  make  the 
most  affirmative  recommendations  to  the  powers  that  be  at  the 
Federal,  state,  and  local  levels.  Again,  I want  to  thank  you 
for  the  opportunity  to  bring  my  problem  out  in  the  open,  because 
it  has  been  a problem. 

ARONSON:  Thank  you,  Mr.  Airov.  This  completes  the  formal 

aspect  of  the  fifth  of  the  public  hearings.  As  many  of  you  know, 
the  first  was  held  in  New  York,  in  the  latter  part  of 
September;  subsequently,  on  October  1,  we  met  in  Boston;  then  in 
Ann  Arbor;  in  Chicago  yesterday;  and  Atlanta  today.  It's  hard 
for  me,  personally,  to  realize  that  we  began  this  particular 
hearing  only  eight  hours  ago. 

This  is  the  first  of  these  hearings  that  I've  had  the 
privilege  to  participate  in.  If  the  purposes  of  these  hearings 
were  to  increase  our  sensitivity  and  to  educate  us,  then  I 
believe  that  I have  been  the  most  educated  in  this  room.  I 've 
been  in  medicine  31  years,  and  I've  learned  more  about 
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Huntington's  disease  in  these  eight  hours  than  in  the  preceding 
31  years.  I am  deeply  grateful  to  all  of  you  for  being  here, 
for  helping  us  collate  these  recommendations.  Many  of  you  have 
come  from  great  distances  (I've  counted  four  states:  Florida, 

Georgia,  Alabama,  South  Carolina).  Many  of  you  have  come  as 
private  citizens;  many  as  health  care  administrators,  concerned 
physicians,  scientists,  psychologists,  social  workers.  We  are 
all  deeply  grateful . 

I would  make  one  very  small  request:  To  the  extent  that  we 

feel  that  it  is  important  (until  such  time  as  we  find  a cure  or  a 
prevention  for  Huntington's  disease),  that  we  consider  ways  of 
alleviating  the  suffering  and  making  life  a little  easier,  and 
conferring  dignity  upon  those  who  are  so  sorely  afflicted.  Tn 
that  extent,  I hope  that  we  will  regard  individuals  with  other 
diseases  (such  as  alcholism,  such  as  schizophrenia,  such  as 
mental  illness,  such  as  many  of  the  other  diseases  that  some  of 
you  have  mentioned  in  the  preceding  hours) , patients  with  these 
diseases  require  the  same  degree  of  dignity  and  the  same  degree 
of  individual  concern  that  all  of  us  pray  we  should  confer  upon 
patients  with  Huntington's  disease. 

Please,  let  us  not  say,  "Let  us  not  put  Huntington's  disease 
patients  in  mental  institutions."  Let  us  rather  say,  "Let  us 
improve  the  mental  institutions  so  that  all  individuals  who  are 
so  encumbered,  regardless  of  the  etiology,  be  treated  with  care 
and  loving  dignity.  This  is  easy  to  say,  but  very,  very  hard  to 
implement,  obviously.  It's  going  to  take  education,  not  only  of 
ourselves,  but  of  our  state  legislators;  and  that,  I think,  is  the 
hardest  kind  of  education.  In  any  case,  again,  thank  you  very 
much  for  all  that  you've  given  to  us.  Marjorie,  is  there  some- 
thing you'd  want  to  say? 

GUTHRIE;  I just  agree  so  wholeheartedly  with  what  you  did 
say.  Dr.  Aronson.  I want  to  repeat  again  (because  I said  it 
privately,  and  I want  to  say  it  publicly  again) , please  know 
this  Commission  has  no  bias.  We  represent  all  families  with 
Huntington's  disease.  I'm  very  happy  that  all  of  you  could  come 
and  express  your  wishes.  We  think  that's  the  only  way  we  can 
learn . 
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ARONSON:  Dr.  Wexler,  as  the  Executive  Director,  what  would 

you  like  to  say? 

WEXLER:  An  administrative  comment.  Even  though  the  hearing 

today  is  over  here,  we  are  accepting  testimony.  We  encourage 
you,  please,  to  keep  the  testimony  letters  coming.  V7e  will  be 
receiving  letters  up  until  our  printing  deadline,  which  is  some- 
where towards  the  end  of  next  summer.  We  listen  carefully.  Every 
letter  is  read.  Please  encourage  others,  who  may  not  have  been 
able  to  be  here,  or  who  haven't  written  in,  to  add  to  our  sugges- 
tions and  documentation. 

ARONSON:  May  I give  particular  thanks  to  Dr.  Arthur  Falek 

for  all  he  has  done  for  the  patients  in  this  community,  and  Dr. 
Still,  and  for  making  the  facilities  of  this  institution  avail- 
able to  us  today.  Thank  you  very  much,  Arthur. 

FALEK:  Thank  you  very  much.  [Applause.] 
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SAM  AIROV 

ATLANTA,  GEORGIA  OCTOBER  8,  1976 


As  the  oldest  surviving  member  of  a family  deeply  involved 
with  Huntington's  disease  and  its  many  manifestations,  I welcome 
this  opportunity  to  not  only  relate  my  personal  experiences, 
but  also  to  make  suggestions  and  recommendations  as  to  the 
multitude  of  needs  and  priorities  of  H.D.  patients  and  their 
families . 

In  my  own  immediate  family,  four  cases  of  H.D.  My  father, 
who  passed  away  many  years  ago.  Then  a sister  who  died  in 
September,  1974,  a brother  who  died  in  April,  1976,  and  a yet 
surviving  sister.  She  is  now  confined  in  an  institution  in 
New  York — namely  Creedmore  Hospital.  She  is  in  a terminal  stage 
of  H.D. — in  fact,  confined  to  a wheelchair  practically  totally 
disabled.  I was  personally  directly  involved  for  seven  years 
prior  to  his  death  with  my  brother's  case.  He  had  never  married 
and  had  no  family,  and  as  a result  when  he  became  terminally 
ill  and  declared  incompetent  to  handle  his  own  affairs,  I was 
declared  his  legal  guardian.  As  such  I tried  to  keep  him  out 
of  hospital  or  institutional  care,  by  furnishing  an  apartment 
and  a full-time  attendant  to  look  after  his  everyday  needs. 

He  reached  a terminal  stage  this  past  spring  and  nursing  home 
care  became  necessary.  He  died  there  after  only  a few  weeks  of 
residency . 

Both  of  my  sisters  had  married  and  had  children  of  their 
own,  who  now  face  the  fear  of  either  at  risk  or  onset  of  Hunt- 
ington's as  they  approach  their  most  susceptible  years.  My 
deceased  sister  left  a son  and  daughter,  who  now  have  teenage 
children  of  their  own.  My  surviving  sister  has  two  grown  daugh- 
ters, neither  of  whom  will  consider  marriage,  due  to  the  fear 
of  being  at  risk  of  H.D.  To  have  personally  seen  my  family 
members  suffer  over  the  years  and  from  contacts  with  other 
afflicted  families,  without  hope  of  cure  or  remission,  is 
enough  to  make  one  wonder — what's  it  all  about? 

I would  therefore  like  to  make  a few  recommendations  to 
the  Congress,  the  President  and  your  Commission  as  to  the  prior- 
ities and  needs  of  H.D.  patients  and  their  families  and  friends. 
Firstly,  due  to  the  very  nature  of  this  disease,  which  is  pri- 
marily a genetic  hereditary  disorder  of  which  very  little  is 
known  as  to  its  causes  and  detection  at  an  early  stage,  it  is 
most  important  for  an  immediate  study  and  expansion  of  research 
by  many  branches  of  the  medical  profession,  such  as  neurologists, 
psychologists,  medical  doctors,  counselors,  rehabilitation 
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personnel,  etc.  These  needs  are  most  essential,  so  that  as 
progress  is  made  they  may  be  applied  to  the  direct  benefaction 
of  H.D.  patients  and  their  families.  Of  course,  all  this  takes 
time,  patience  and  dedication  of  the  first  order.  But  most  im- 
portantly it  takes  money  and  financing  of  the  first  order;  and 
this  is  one  of  the  primary  functions  of  your  committee. 

Secondly,  comes  the  care  of  patients.  To  those  who  have 
direct  contacts  with  family  or  friends  know  all  too  well  how 
frustrating,  how  traumatic  and  how  bitter  these  experiences 
can  be.  To  those  few  families,  and  they  are  few  indeed,  who 
are  financially  and  emotionally  able  to  keep  them  at  home  with 
family  or  attendant  care,  they  are  indeed  more  fortunate  than 

most  H.D.  patients.  However — and  unfortunately the  majority 

of  families  need  a lot  of  outside  care  and  help  with  their 
afflicted  ones.  These  needs  are  primarily  for  medical  and  phys 
ical  care,  therapy  of  various  types,  patient  and  family  counsel 
ing  and  the  need  for  early  detection  and  diagnosis.  Unfortu- 
nately the  onset  of  H.D.  does  not  become  apparent  in  the  major- 
ity of  cases  until  middle  age,  mostly  in  the  30  and  40  years, 
when  most  of  the  victims  are  already  established  as  families 
with  children  of  their  own. 

Thirdly,  there  is  a most  urgent  need  for  nursing  home, 
institutional  and  outpatient  medical  facilities  at  a reasonable 
cost.  Also  that  they  should  not  be  subjected  to  conditions 
which  are  neither  humanitarian  or  understanding.  This  factor 
is  a real  problem,  because  these  homes  and  facilities  for  the 
most  part  have  no  knowledge  or  at  least  little  knowledge,  of 
the  needs  of  H.D.  patients.  They  are  often  treated  as  mental 
patients  and  isolated  as  such.  In  most  cases  these  people  are 
aware  of  their  affliction  and  surroundings,  but  due  to  the 
physical  and  mental  manifestations  of  their  illness,  they  are 
unable  to  protest.  In  my  own  particular  case  with  my  brother, 
within  a period  of  only  a few  short  weeks  I had  to  move  him 
from  one  nursing  home  to  another,  due  to  the  fact  that  these 
homes  do  not  have  the  facilities,  knowledge  or  understanding 
to  deal  with  not  only  his  case,  but  any  other  H.D.  patients. 

Again,  I must  stress  the  need  for  support  of  the  first 
order  both  financially,  medically  and  all  other  means  for 
research  and  training,  for  the  study  and  development  of  a com- 
prehensive national  program  to  help  these  unfortunate  people 
and  their  families.  I can  only  hope  that  your  Commission  will 
see  fit  to  make  the  most  affirmative  recommendations  to  the 
powers  that  be  at  the  federal,  state  and  local  levels.  Again, 
thank  you  for  the  opportunity  to  express  my  personal  experience 
and  outline  just  a few  recommendations.  There  are  so  many  more 
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AMELIA  BARKSDALE 

BLAKELY,  GEORGIA  OCTOBER,  1976 


Having  tests  to  prove  what  is  really  wrong  with  patients 
is,  in  our  opinion,  one  of  the  needs  in  the  CARE  of  PATIENTS. 

In  our  own  family  and  as  we  visit  friends  and  relatives  at  the 
nursing  home  and  hear  their  complaints,  we  have  asked,  "When 
were  tests  run?" 

Having  been  with  many  members  of  my  family  when  they  were 
seriously  ill,  I can  almost  recognize  symptoms.  I have  at 
times  insisted  that  tests  be  run  and  tests  proved  I was  right. 

I do  not  pretend  to  be  a doctor  or  nurse — just  one  who  cares 
about  people.  This  has  included  heart  trouble,  cancer,  thyroid, 
hiatus  hernia,  nervous  stomach  and  ulcers.  If  the  patient  has 
H.D.,  often  it  has  been  left  that  this  was  the  only  trouble, 
when  it  was  evident  one  of  the  above  was  also  present. 

In  small  towns,  we  are  dependent  upon  one  doctor;  if  a 
member  of  the  family  says  anything,  or  begins  to  ask  questions, 
a patient  or  member  of  the  family  is  practically  told  to  get 
another  doctor.  In  teaching,  they  now  have  teachers  where 
they  HAVE  to  go  back  to  school;  the  25-  to  30-year  teachers 
are  insulted.  They  know  what  they  are  teaching,  but  when  they 
return  to  college,  it  puts  them  on  the  other  side  of  the  fence 
and  this  is  good  for  them  also. 

Somewhere  the  American  Medical  Association  or  the  State 
Medical  Association  needs  to  help  families  and  patients  with 
this  problem. 

RESEARCH  AND  TRAINING.  Doctors  could  study  more  about 
H.D.  when  there  is  a suspected  reason  that  a patient  has  this 
hereditary  disease.  I believe  herein  is  where  the  doctor  does 
not  want  to  face  the  patient  with  this  information. 

A nurse  or  a sitter  has  no  idea  what  she  should  do  for  or 
with  an  H.D.  patient  and  needs  information.  A doctor  should 
furnish  that  person  with  booklets  on  this  disease  and  how  to 
better  serve  an  H.D.  patient.  Have  any  been  written  from  this 
approach?  It  should  be  made  clear  to  the  nurse  that  it  would 
help  both  herself  and  the  patient. 
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I do  not  know  how  to  go  about  getting  it,  but  have  believed 
therapy  is  needed.  I have  worked  with  many  members  of  my  family 
With  H.D.  A ride  in  the  afternoon,  a tour  guide  of  the  area 
we  visited,  recalling  things  about  people  they  once  knew,  and 
a little  joke  to  bring  a smile  or  a chuckle  has  worked  wonders. 
But  often  they  would  slump  down  and  I would  say,  "Like  I tell 
people  who  are  ready  for  me  to  take  a picture  for  the  newspaper, 
be  a soldier--it  makes  you  look  better  in  the  picture;  now  let's 
sit  up  where  we  can  see  better  and  our  friends  can  see  us  and 
speak  to  us." 

I do  not  have  a chance  to  meet  with  other  families  of  H.D. 

I have  been  able  to  attend  only  four  meetings  in  Atlanta,  but 
I read  all  the  information  I can  get. 

I know  the  families  need  therapy  and  the  patient  needs  it 
also.  We  live  over  200  miles  from  Atlanta;  I can't  get  my  folks 
to  go  to  the  CCHD  meetings  nor  see  a specialist. 

The  most  recent  member  of  our  family  to  die  was  a cousin — 
an  H.D.  patient  we  shall  call  Mrs.  G.  The  doctor  wrote  on  her 
death  certificate  she  died  of  H.D.  The  nurse  on  duty  said, 

"I  guess  she  had  a heart  attack."  One  of  her  sitters  told  me 
she  gasped  twice,  and  one  said,  "I  believe  something  is  wrong." 
When  they  got  to  her  she  wasn't  breathing;  they  buzzed  for  help, 
the  LPN  came;  she  called  the  RN;  she  in  turn  phoned  for  the 
doctor--he  arrived  ten  minutes  later  and  pronounced  she  was 
dead.  To  me  she  strangled  to  death.  She  had  eaten  supper  at 
6:00  p.m.  and  died  at  11:00  p.m.  as  the  sitters  were  changing 
shifts.  They  both  were  at  the  door  when  she  gasped. 

NURSES  - SITTERS.  It's  sad  that  many  members  of  the  fam- 
ily and  also  their  sitters,  seem  to  believe  the  H.D.  patient 
does  not  understand  what  is  going  on  because  they  do  not  TALK. 
They  KNOW  and  resent  many  things  said  about  them  but  are  not 
able  to  defend  themselves. 

They  cannot  talk,  but  whenever  they  do  not  like  something, 
the  air  can  get  plenty  thick.  Help  is  needed  in  planning  for 
those  times  for  they  are  the  most  stubborn  people  I They 
"turn  everybody  off"  until  something  can  turn  the  situation 
around  and  smoothe  feelings  off;  even  a visit  from  a neighbor 
has  broken  the  stalemate. 
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When  the  children  are  not  told  about  H.D.,  it  can  slip  up 
on  the  family  and  bankrupt  them.  This  happened  to  two  of  the 
men;  both  had  been  hardworking — one  was  a farmer,  deacon  in  the 
church,  Sunday  School  Superintendent  for  over  20  years,  benevo- 
lent but  stern,  a typical  southern  man  who  ruled  his  house. 

He  used  bad  judgment  in  going  on  a note  with  a friend  who  could 
not  pay.  No  cotton  was  made  that  year  so  he  couldn't  pay  his 
friend's  note  and  the  doctor  foreclosed,  taking  the  house,  farm 
and  all  that  went  with  it,  leaving  the  man  with  nine  children 
and  a wife  with  no  place  to  go.  His  wife's  brothers  took  over 
and  bought  the  house  and  a few  acres  back. 

I feel  guilty  in  writing  this,  but  at-risk  families  should 
be  told  that  this  has  happened.  I do  not  know  which  came  first — 
the  H.D.  or  the  calamity.  I know  it  broke  his  heart.  He  had 
read  Job  and  though  he  did  not  make  a comeback,  he  died  believ- 
ing in  his  Maker  and  trusting  in  the  Lord. 

Another  cousin  has  been  told  she  has  H.D.,  but  she  has  not 
accepted  this  fact.  Right  now  I am  concerned  with  what  can  be 
done  for  her  to  slow  H.D.  progress.  How  are  we  going  to  get 
her  cooperation  to  see  a specialist?  I want  to  appeal  to  her 
to  do  what  she  can,  to  try  to  help  wipe  out  H.D.  for  her  chil- 
dren's and  grandchildren's  (9  to  12  years  old)  sake. 
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MRS.  F.  A.  BELL,  JR. 

GREENSBORO,  NORTH  CAROLINA  MARCH  15,  1977 


We  have  suddenly  had  to  cope  with  the  problem  of  Hunting- 
ton's disease  in  our  family.  My  husband's  sister  was  diagnosed 
as  having  it  after  the  family's  history  was  traced,  and  my 
husband  is  classified  as  high  risk.  The  uncertainty  of  not 
knowing  if  he  has  the  disease,  and  if  so,  the  horrible  conse- 
quences, are  completely  life  shattering.  As  he  said,  "It  is 
like  living  with  a time  bomb."  We  have  been  told  that  after 
August  there  is  the  possibility  that  funds  will  be  reduced  or 
terminated  for  research  into  Huntington's  disease.  Each  day 
we  pray  there  will  be  a breakthrough  leading  to  a successful 
treatment  or  cure  so  that  our  beloved  children  will  not  have  to 
live  under  this  dark,  agonizing,  life-altering  cloud.  I am  sure 
we  speak  for  all  families — many  who  do  not  yet  know  it  exists 
in  their  family — when  we  urge  you  to  do  whatever  is  humanly 
possible  to  insure  that  funds  for  research  into  this  dread 
genetic  disease  not  be  reduced  or  terminated.  If  there  are 
other  Commissions  or  individuals  we  could  contact  for  help, 
please  advise  us. 
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NADINE  BLACKMON 

FOREST  PARK,  GEORGIA  OCTOBER  18,  1976 


Polio,  diptheria,  typhoid  fever  and  many  other  diseases  have  been 
wiped  out  nearly  99%. 

As  you  know,  H.  D.  is  a hereditary  neuromuscular  disorder  and  at 
the  present  time  there  is  NO  CURE. 

The  purpose  of  this  letter  is  to  stress  to  the  medical  profession 
the  vital  need  for  a vast  research  program  to  be  started  in  order  to 
desperately  try  and  find  a cure  for  this  dreaded  disease. 

m our  particular  family  my  mother  who  recently  passed  away  had 
the  disease  for  15  years.  Now  my  brother  and  sister  have  it.  Who  next 
will  come  down  with  this  dreaded  hereditary  disease?  The  worry  that 
you  don't  know  one  day  to  the  next  whether  or  not  you  are  next  is  a most 
feared  thing.  True  maybe  it  won't  strike  everyone,  however  who  knows? 

The  disease  is  often  diagnosed  as  M.S.  or  epilepsy,  etc. 

It  would  be  so  wonderful  through  our  devoted  leaders  if  through  a 
miracle  and  the  skilled  hands  of  our  dedicated  scientists  that  a diagnosis 
at  the  very  first  stages  and  a cure  could  be  found. 

My  son  who  recently  got  married  was  afraid  to  do  so  because  of 
the  worry  that  he  may  pass  the  disease  on  through  his  own  children.  He 
was  finally  convinced  however  to  have  it  in  God's  hands. 

We  need  to  support  a program  to  aid  H.  D.  families.  We  need  to 
know  exactly  how  to  cope  with  the  patient  who  has  the  disease  and  know 
how  to  communicate  to  the  patient  in  an  understanding  way. 

We  desperately  need  to  stress  nationwide  as  to  the  importance  of 
passing  a bill  in  order  to  obtain  federal  funds  in  order  to  wipe  out  H.  D. 


We  know  that  man  has  walked  on  the  moon  as  unbelievable  as  it  is, 
well  we  need  to  walk  on  H.  D.  and  conquer  it  before  it  conquers  us. 
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The  mental  and  physical  frustration  of  not  knowing  if  and  when  H.D. 
will  strike  is  quite  a burden  to  bear. 

The  H.  D.  patient  is  a person  and  a human  being  and  vve  want  you  as 
a Committee  to  realize  the  importance  of  trying  desperately  to  find  a 
cure  for  H,  U, 

We  know  H.D.  is  fatal  and  there  is  no  cure,  however  through 
research  maybe  there  will  be  a cure.  Let  us  all  worldwide  realize  and 
work  together  to  find  a control  and/or  cure  for  H.  D, 

Thank  you  for  giving  me  the  opportunity  to  explain  my  personal 
feelings  on  this  matter. 
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VIVIAN  H.  BRECKENRIDGE 

EIGHT  MILE,  ALABAMA  JANUARY  15,  1977 


Families  with  Huntington's  disease  need  all  the  help  you 
can  give  us.  My  mother  has  it,  her  mother  had  it,  her  grand- 
mother had  it.  My  mother  has  15  brothers  and  sisters.  So  far 
only  one  of  her  sisters  has  it  and  that  sister's  child  has  it. 
But  around  150  children,  grandchildren,  husbands  and  wives  still 
may  be  affected  by  it. 

I cannot  find  words  to  describe  the  embarrassment  and 
humiliation  my  mother  went  through.  She  staggered  all  the 
time  and  fell  sometimes.  Once  she  was  asked  to  leave  a skating 
rink  because  the  manager  thought  she  was  drunk.  In  1964  she 
was  sent  to  Bryce  Hospital  (mental  institution)  in  Tuscaloosa, 
Alabama.  She  stayed  there  until  1973  when  she  was  moved  to  a 
nursing  home  nearby.  We  didn't  know  her  diagnosis  until  1973. 
She  is  now  completely  bedridden  and  has  no  control  over  any  of 
her  actions.  She  recognizes  us  sometimes  and  tries  to  talk  but 
we  can't  understand  her.  I have  three  brothers  and  as  children 
we  couldn't  understand  why  Mama  wasn't  like  the  other  kids' 
mothers . 

I belong  to  the  Alabama  Chapter  of  the  National  Hunting- 
ton's Disease  Association. 

Thanks  for  what  you're  trying  to  do. 
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BARBARA  CARDER 

HEATH  SPRINGS,  SOUTH  CAROLINA  OCTOBER  17,  1976 


Since  I found  out  about  five  years  ago  that  my  mother  had 
H.D.,  my  life  has  changed  severely.  It  has  been  all  I could  do 
to  try  to  keep  a positive  outlook  about  life  since  then.  I can't 
say  that  I have  this  licked  as  yet. 

My  mother  is  almost  completely  disabled  now.  We  are  on 
the  verge  of  seeking  nursing  home  facilities  for  her.  Under  any 
circumstance  this  would  be  bad  enough,  but  knowing  you  might  be 
in  this  same  situation  makes  it  almost  unbearable. 

I have  two  boys  reaching  the  age  that  they  should  be  made 
aware  of  H.D.  I don't  know  how  to  tell  them  this.  I keep 
hoping  that  my  attitude  will  change  so  that  I can  talk  hope- 
fully to  them  when  I tell  them.  This  hope  only  comes  from  the 
research  for  treatment  and  cure  that  this  committee  can  contrib- 
ute to. 
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JOSE  CARRANZA,  M.D. 

ASSOCIATE  PROFESSOR  OF  PSYCHIATRY 

THE  UNIVERSITY  OF  MISSISSIPPI  MEDICAL  CENTER 

JACKSON,  MISSISSIPPI  JUNE  1,  1977 


I have  not  been  personally  involved  in  any  research  with 
Huntington's  disease,  but  I am  interested  in  biochemical 
genetic  markers  in  schizophrenia  and  depression,  so  the 
techniques  I am  developing  might  serve  neurologists  in  this 
area  to  assess  Huntington's  patients. 

My  approach  then  would  be  an  interdisciplinary  one, 
since  for  example  I would  be  interested  in  studying  the 
thinking  disturbance,  affective  disturbances  and  behavioral 
problems  of  Huntington's  disease  patients. 

There  might  also  be  decarboxylase  defects  in  schizo- 
phrenia, and  that  is  why  our  biochemical  techniques  for  the 
measurement  of  pyridoxal  phosphokinase  in  schizophrenic 
patients  might  serve  in  the  complete  evaluation  of  patients 
with  Huntington's  disease. 

I agree  with  you  that  interdisciplinary  workshops  would 
be  of  great  value.  For  Huntington's  disease  I would  invite 
psychiatrists,  neurologists,  neurochemists  and  geneticists. 

The  only  way  I see  to  compete  with  private  practice  is 
that  clinical  researchers  might  receive,  as  part  of  their 
salary,  grants  money. 

"Pilot  money"  and  "seed  money"  only  serve  to  start  a 
project  when  we  are  looking  for  a specific  population  (such 
as  Huntington's  disease  patients  in  this  case) , but  for  a 
steady  productive  effort,  grants  will  be  necessary. 

Definitely  I would  be  using  our  Clinical  Research  Center 
here  at  the  university  hospital  for  studying  Huntington's 
disease  patients.  The  CRC  is  an  excellent  facility  for 
clinical  research;  that  motivated  me  to  work  in  this  depart- 
ment. 


A registry  of  Huntington's  disease  patients  would  cer- 
tainly be  good  if  we  carry  out  this  multidisciplinary 
project . 
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I have  already  contacted  a neurologist  who  has  an 
informal  list  of  many  Huntington's  disease  patients'  names 
and  addresses  in  the  Jackson  area,  including  Mississippi, 
Louisiana,  and  Arkansas. 

Thank  you  very  much  for  asking  me  to  submit  my  views, 
and  I am  looking  forward  to  hearing  from  you  in  the  near 
future . 
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ELAINE  M.  CLAUSON 

WILMINGTON,  DELAWARE  MAY  15,  1977 


RESPONSE  TO  QUESTIONNAIRE 
DELAWARE  VALLEY  CHAPTER,  CCHD 

About  my  immediate  family  and  other  relatives: 

How  many  have  died  with  H.D.?  One  certain  (father) ; 
one  other  possible  (uncle) . 

How  many  are  afflicted  now?  One  possible  (uncle) . 

How  many  are  at  risk?  Three  certain,  nine  more  possi- 
ble (children  of  above  undiagnosed  uncles) . 

Was  the  afflicted  patient  diagnosed  in  a doctor's  office,  in 
a hospital,  or  in  a nursing  home?  Autopsy  was  performed. 

What  problems  had  to  be  met?  He  was  not  diagnosed  until 
after  death,  so  the  problems  arose  prior  to  diagnosis  and 
involved  dealing  with  his  changing  personality  and  eventually 
caring  for  him  as  an  invalid. 

After  the  diagnosis : 

Did  different  living  arrangements  have  to  be  made?  My 
mother  cared  for  him  at  home  with  some  help  from  a visiting 
nurse.  It  consumed  all  of  mother's  time  and  energy  for  three 
years . 

Were  there  any  financial  problems?  The  inability  to  afford 
a nursing  home  and  the  resulting  full  burden  on  my  mother  led 
to  nervous  and  physical  exhaustion. 

Were  there  any  employment  problems?  My  mother  gave  up 
her  job  to  take  care  of  my  father.  His  pension  supported 
them,  but  it  ended  at  his  death. 

Were  there  any  problems  with  insurance  and/or  disability 
payments?  No,  my  father's  own  health  insurance  (Blue  Cross) 
was  adequate  since  he  was  kept  at  home.  Since  his  condition 
was  not  diagnosed,  he  received  no  special  treatment,  just  reg- 
ular doctor's  visits. 
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How  were  your  requests  for  assistance  handled?  Shortly 
before  his  death  my  mother  was  told  by  doctors  that  she  had 
to  find  a nursing  home.  To  swing  this  financially,  she  would 
have  had  to  sell  her  home.  However,  he  died  before  this 
happened . 

How  has  the  presence  and/or  threat  of  Huntington's  disease 
affected  your  social  life?  None,  but  it  certainly  affected 
my  mother's  while  Dad  was  alive  and  ill.  She  had  to  be  with 
him  24  hours  a day. 

Do  your  children  know  that  they  are  at  risk?  Not  yet; 
we're  not  sure  if  they  are. 

How  many  children  do  you  have,  and  what  are  their  ages? 

Two  sons,  ages  5 and  1. 

Has  there  been  extra  stress  placed  on  your  children?  Not 
yet.  The  stress  is  on  me  and  my  husband,  knowing  I am  at  risk 
and  may  have  passed  the  disease  on  to  my  children. 

In  the  future,  I would  certainly  appreciate  and  hope  for  more 
and  better  research,  better  public  understanding  of  our  pro- 
blems, better  and  less  expensive  nursing  care  for  H.D.  patients. 

The  doctors  I have  been  in  contact  with,  other  than  those 
I've  met  recently  who  have  a special  interest  in  Huntington's, 
seem  to  know  very  little  about  it,  nor  are  they  able  to  refer 
me  to  doctors  who  do.  The  only  way  I found  out  about  H.D. 
research  was  through  the  Committee  to  Combat  Huntington's 
Disease . 
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JOSEPH  C.  DANIEL,  JR. 

KNOXVILLE,  TENNESSEE  MARCH  9,  1977 


I would  like  to  contribute  a comment  relative  to  your 
published  intention  of  soliciting  expressions  of  public  in- 
terest and  recommendations  on  Huntington's  disease.  Because 
of  my  background  in  genetics,  during  the  mid  1960 's  I acted 
as  a scientific  advisor  to  the  Colorado  chapter  of  the  Commit- 
tee to  Combat  Huntington's  Chorea  but  have  no  other  special 
expertise  relevant  to  the  problem.  From  this  association, 
however,  I came  away  convinced  that  here  was  a unique  oppor- 
tunity to  eradicate  a serious  debilitating  genetic  disease. 

I realize  that  it  sounds  naive  at  first,  but  from  the  expressed 
support  I heard  among  the  educated  members  of  families  suffer- 
ing from  this  affliction,  I believe  it  might  be  possible  to 
convince  potential  carriers  not  to  reproduce.  Modern  methods 
of  contraception  make  this  easy  for  the  current  generation  and 
obviously  such  a reproductive  block  for  just  one  generation 
would  eliminate  H.D.  among  the  group  involved,  and  possibly 
could  be  conducted  even  on  a national  scale.  Alternatives 
that  could  be  offered  would  be  adoption,  artificial  insemina- 
tion or  surrogate  mothers,  all  of  which  are  becoming  acceptable 
in  our  modern  culture.  Such  a move  would  initiate  a program 
for  suppression  of  the  disease  but  hopefully  other  clinical 
breakthroughs  will  have  occurred  before  it  would  have  pro- 
gressed too  far.  I'm  referring  here  to:  (1)  early  identifi- 

cation of  carriers  so  that  they,  but  not  the  normal  members 
of  H.D.  families,  could  be  advised  against  procreation;  (2) 
methods  of  detecting  an  afflicted  fetus  by  tests  using  amnio- 
centesis and  followed  by  therapeutic  abortion  where  indicated. 
The  recent  discovery  of  "an  agent  unique  to  the  H.D.  brain" 
(Science , 195:314)  makes  these  possibilities  even  more  likely. 

This  insidious  disease  should  not  be  tolerated  in  the 
human  species  and  needn't  be  if  reasonable  and  adequate  pro- 
grams of  detection  and  regulation  are  developed. 
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MRS.  THOMAS  W.  DERDEN , JR.  OCTOBER  17,  1976 

CLARKSTON,  GEORGIA 


I am  a 24-year-old  woman  with  2 children  ages  2 & 4 
years  old. 

My  father  was  diagnosed  with  Huntington's  disease  4 
years  ago.  I was  pregnant  with  my  first  daughter  at  the 
time.  He  went  to  the  doctor  for  an  examination,  put  in  the 
hospital  for  tests,  and  that  is  the  beginning  of  my  story. 

He  filled  out  a medical  history  stating  that  his  mother  died 
with  H.D.  He  told  his  doctor  that  he  had  had  trouble  with 
his  legs  feeling  weak.  This  was  his  only  symptom.  The 
doctor  diagnosed  "probably  H.D."  On  this  he  was  retired  at 
the  early  age  of  "52."  He  was  a truck  driver  for  34  years, 
and  this  was  all  he  knew  how  to  do.  My  father  went  into  a 
state  of  depression  and  stayed  that  way.  He  never  developed 
any  of  the  chorea  movements . He  was  a humble  and  honest 
person,  never  getting  roudy  or  uncontrollable.  Daddy  thought 
his  life  was  over  and  that  he  had  ruined  his  children's  lives 
by  giving  them  the  chance  of  inheriting  the  disease. 

My  father  loved  his  family,  his  grandchildren,  and  we 
all  loved  him  more  than  anything  in  the  world.  But  he  was  a 
handsome  man  and  had  so  much  pride,  he  couldn't  bear  the 
thought  of  us  ever  seeing  him  the  way  we  saw  our  grandmother. 

My  father  killed  himself  3 months  ago.  He  called  my 
mother  at  work  and  told  her  that  he  could  not  stand  it  any- 
more, that  he  loved  us  all  very  much  but  that  he  could  not 
stand  to  sit  and  be  good  for  nothing  another  day.  By  the 
time  she  got  home  he  had  already  shot  himself.  This  was  a 
nightmare  for  me  and  all  my  family. 

Daddy  had  come  to  the  Atlanta  Veterans  Hospital  exactly 
one  week  before  this  happened.  He  told  the  doctor  that  he 
was  very  depressed,  and  could  he  give  him  something  for  it. 
The  doctor  told  him  that  we  all  get  depressed  at  times,  and 
that  daddy  would  have  to  learn  to  live  with  it.  I was  so 
disappointed  with  the  medical  profession,  if  that  was  all 
the  help  they  could  offer.  It  has  ended  for  my  father,  but 
just  beginning  for  me,  my  brother,  and  sister.  We  still 
have  all  the  years,  waiting  to  see  if  we  develop  symptoms. 
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knowing  there  is  no  cure,  no  help  for  it.  It  is  a miserable 
feeling,  thinking  that  everytime  a muscle  twitches  or  jumps, 
or  everytime  you  have  a change  in  your  mood,  maybe  this  is 
it,  maybe  I am  getting  symptoms  of  H.D.  The  worst  thing  is 
looking  at  my  2 precious  little  girls,  thinking  that  one  day, 
if  I have  the  disease,  that  they  might  develop  it.  No  one 
but  one  that  has  H.D.  in  their  family  could  possibly  under- 
stand the  agony  that  the  threat  of  the  disease  brings  to 
your  life.  Thinking  that  one  day  (usually  35  to  50  years) 

I might  not  have  any  control  over  my  body,  my  arms  and  legs 
flinging,  not  being  able  to  talk  or  eat  or  even  think;  all 
this  is  so  depressing,  I have  to  just  live  for  today. 

The  sad  thing  is  that  there  are  people  all  over  the 
country  in  the  shape  I described  above.  People  are  in  nurs- 
ing homes,  starving  to  death  because  they  can't  feed  them- 
selves, and  the  nursing  homes  aren't  staffed  to  feed  every- 
one . 


We  so  sorely  need  to  have  research  money  to  try  to  find 
a cure  or  control  of  H.D.  It  is  such  a crippling  and  dread 
disease.  They  don't  even  have  a positive  way  to  diagnose 
H.D.  I have  hope  for  my  children.  I know  that  by  the  time 
they  get  to  be  adults,  in  30  years,  surely  there  will  be  a 
control  or  cure  of  H.D.  With  a country  as  great  as  ours, 
and  as  great  our  scientists'  knowledge  is  of  disease,  they 
must  be  able  to  find  a help  for  us.  But  they  cannot  do  any 
of  this  without  money  for  research. 
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MAHlli:  KSSICK 

COLUMBIA,  SOUTH  CAROLINA  OCTOBER  14,  1976 


I am  a member  of  an  H.D.  family  and  having  lost  three  of  my 
family  with  H.  D.  , I want  to  relate  some  of  the  problems  I have  faced 
with  this  terrible  disease. 

First,  there  is  no  facility  in  this  state  to  adequately  care  for  H.  D. 
patients.  In  almost  every  case  the  stricken  victim  ends  up  in  a state 
mental  hospital.  There  is  no  trained  staff  to  properly  care  for  these 
patients.  The  lack  of  knowledge  of  the  disease  and  treatment  of  the 
patient  make  it  almost  unbearable  for  the  family  members.  We  have  to 
sit  by  and  watch  our  loved  ones  slowly  die  while  receiving  inadequate 
care.  I strongly  urge  the  Commission  to  strive  for  a facility  for  H.D. 
patients  so  that  they  will  not  have  to  be  placed  in  a mental  institution 
which,  in  my  opinion  and  from  my  experience,  causes  their  condition  to 
worsen.  They  need  to  have  peace  and  quiet,  which  they  certainly  can 
never  have  in  a mental  institution. 

Secondly,  I feel  that  a concerted  effort  should  be  made  to  educate 
doctors  in  the  diagnosis  of  H.  D.  My  mother  died  of  H.  D.  in  1944  and 
it  was  never  diagnosed  as  H.D.  My  brother  died  in  1974  at  which  time 
it  was  known  that  he  had  H.D.  , but  it  was  not  diagnosed  until  years  after 
he  showed  symptoms  of  the  disease.  My  sister  died  in  1976,  leaving 
three  children,  eleven  grandchildren  and  one  great-grandchild,  who  are 
at  risk  family  members.  I know  that  at  least  50%  of  my  late  sister's 
children  will  have  H.D.  , that  it  never  skips  a generation,  and  that  there 
are  many  families  who  face  the  same  thing. 

Thirdly,  I pray  that  everything  possible  will  be  done  to  find  a cure 
for  H.D.  I do  not  believe  I can  bear  to  watch  another  loved  one  die  of 
this  dreadful  disease.  My  late  sister  contributed  all  she  had,  her  body, 
to  research  so  that  her  children  and  future  generations  might  not  have 
to  suffer  the  indignities  of  H.D. 
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MRS.  BEN  GRAVIT,  JR. 

FAIRMONT,  GEORGIA  OCTOBER  18,  1976 


Four  years  ago,  the  age  of  51,  my  husband  went  to  the  doctor  for 
a check-up,  after  problems  in  walking,  and  after  the  history  of  his  mother 
as  being  diagnosed  as  having  H.  D.  in  a mental  hospital  and  died  at  the  age 
of  61,  the  doctor  diagnosed  him  as  being  in  the  early  stages  of  H.D.  and 
retired  him  from  driving,  his  job  at  Roadway  Express,  the  first  year. 

He  was  really  depressed  and  trying  to  take  his  life  at  one  time  with  a 
knife.  And  failed.  He  was  treated  at  the  V.A.  for  a nervous  breakdown 
and  this  year  he  took  his  life  with  a gun.  He  really  didn't  show  signs  of 
the  disease  since  he  was  being  treated  with  the  drug  Haldol.  His  brother 
died  with  the  disease  year  of  75  after  struggling  with  it  for  12  years.  I 
have  three  children,  ages  34,  32,  24.  I am  very  concerned  since  they  are 
reaching  the  age. 
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GEORGE  M.  HEALD 

WILMINGTON,  DELAWARE  MAY  14,  1977 

RESPONSE  TO  QUESTIONNAIRE 
DELAWARE  VALLEY  CHAPTER,  CCHD 

About  my  immediate  family  and  other  relatives; 

How  many  have  died  with  H.D.?  Not  able  to  prove  any. 

How  many  are  afflicted  now?  One,  my  wife.  Myrtle  J. 
Heald. 

How  many  are  at  risk?  Ten. 

Was  the  afflicted  patient  diagnosed  in  a doctor's  office,  in 
a hospital,  or  in  a nursinrr  home?  Hosoital  (in  5 months). 

What  problems  had  to  be  met?  Complete  change  in  all 
things,  particularly  toward  me  (her  husband). 

After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made?  Yes, 
at  times.  She  (my  wife)  was  diagnosed  at  age  42;  she  is  now 
64.  After  a series  of  doctors,  both  specialists  and  neurolo- 
gists, plus  in  and  out  of  hospitals  (in  hospital  now.  Dr. 
Charles  Reese  III)  . 

Were  there  any  financial  problems?  Many  sacrifices; 
our  daughter  also  affected  financially  with  college  education 
(elementary  education  major) . 

Were  there  any  employment  problems?  No,  she  was  not 
working. 

Were  there  problems  with  insurance  and/or  disability 
payments?  Some  with  insurance. 

How  were  your  requests  for  assistance  handled?  If 
assistance  is  available,  we  have  not  found  it. 

How  has  the  presence  and/or  threat  of  Huntington's  disease 
affected  your  social  life?  Our  social  life  affected  for  years 
I (husband)  retired  in  1974.  She  needed  full  care  in  bed  all 
the  time  except  help  to  table  and  toilet. 
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Do  your  children  know  that  they  are  at  risk?  Yes. 

How  many  children  do  you  have,  and  what  are  their 
ages?  Two  females,  40  and  45  years. 

Has  there  been  extra  stress  placed  on  your  children? 

Yes . 

In  the  future,  I would  certainly  appreciate  and  hope  for  more 
and  better  research,  better  public  understanding  of  our  prob- 
lems, better  and  less  expensive  nursing  care  for  H.D.  patients, 
and  relief  from  financial  burdens. 

Yes,  I am  sincerely  and  truly  concerned,  both  for  H.D. , my 
wife  and  family.  The  load  has  gotten  to  me.  I will  soon 
need  HELP  HELP  HELP. 
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BARBARA  J.  HODGSON 

WILLIAMSBURG,  VIRGINIA  MARCH  29,  1977 


Fortunately  for  me,  my  parents  did  not  pass  on  Hunting- 
ton's disease  to  me,  for  it  is  not  to  be  found  in  my  back- 
ground. My  children,  unfortunately,  have  to  look  forward 
to  a large  possibility  of  having  the  disease  someday.  Unless 
there  is  a continuation  of  research  in  this  disease  many  chil- 
dren will  live  with  the  dread  of  this  disease  and  the  lack 
of  knowledge  and  cure-all  for  it.  Wouldn't  it  be  tragic  that 
the  fear  of  this  disease  and  lack  of  hope  (without  an  ongoing 
research)  would  place  such  a heavy  burden  on  youth  that  all 
phases  of  their  life  would  be  affected — including  their  rela- 
tionships with  others. 

All  diseases  (chronic)  are  a drain  financially — and 
emotionally — on  a family;  and  we  in  this  country  should 
strive  to  decrease  the  strain  on  any  and  all  families  due  to 
illness  of  any  long-range  kind.  Other  diseases  like  cancer, 
heart,  emphysema,  and  many  more,  have  an  ever-continuing 
research  program  going  on,  thanks  to  individuals  and  to  fund 
raisers — but  also  to  the  National  Government — does  not 
Huntington's  disease  deserve  the  same? 

For  the  sake  of  my  children  and  many  others,  please  do 
all  you  can  towards  building  up  the  quantity  and  quality  of 
help  for  Huntington's  disease  victims. 
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MRS.  JULIA  HOGAN 

CHINA  GROVE,  N.  C.  AUGUST  5,  1976 


Will  you  send  my  granddaughter  some  literature  concerning  H.  D.  ? 
She  lives  in  Miss.  She  wants  to  receive  something  about  it.  Her  father 
is  in  the  Veterans'  Hospital  here  in  Salisbury,  N.  C.  with  symptoms  of 
the  disease.  He  has  four  children  who  live  in  Miss,  and  they  don't  know 
anything  concerning  it. 

She  wants  to  learn  something  about  it  in  case  some  of  them  should  be 
affected  (with  inheritance).  Maybe  you  could  give  her  some  address  of 
a chapter  close  to  her  home  that  she  could  receive  literature.  And  thanks. 
Her  address  is: 


Mrs.  Clyde  Stinson 
906  Hillcrest  Street 
Vicksburg,  Miss.  39180 
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JO  HOOD 

IIALDYVILLE,  ALABAMA  ' SEPTEMBER  23,  1976 


It  is  understandable  that  the  family  may  detect  H.  D.  symptoms  in 
a patient  before  the  physician.  However,  I am  aware  of  instances  where 
the  family  informed  the  doctor  of  the  family  history  and  called  attention 
to  obvious  symptoms  and  yet  the  doctor  did  not  diagnose  H.D.  In  fact, 
the  treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals  in  the 
health  field  that  are  not  familiar  with  the  symptoms  of  H.  D. 

This  lack  of  knowledge  or  understanding  is  reflected  in: 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients 

3.  Rejection  by  society  as  a whole 
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DONALD  B.  ISOM 

ATHENS,  ALABAMA  AUGUST  12,  1976 


I have  reissued  the  checks  and  I hope  that  the  change  will 
be  for  the  best. 

My  wife,  Estell,  is  slowly  getting  more  nervous;  however, 
she  is  able  to  stay  up  all  day,  watches  T.V.,  eats  well,  how- 
ever we  have  to  feed  her  most  of  the  time.  Her  mind  is  still 
clear.  Her  voice  is  affected  some. 

My  daughter,  Mary  Agnes  Duggan  is  better. 

I wonder  if  many  new  cases  have  been  reported  now. 

My  daughter  is  some  better.  She  has  to  have  help  with  her 
housework.  I have  to  pay  $13.00  per  day  for  five  hours  work. 

I hope  that  the  other  towns  did  better. 

Here  is  hoping  for  a cure. 
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DONALD  B.  ISOM 

ATHENS,  ALABAMA  AUGUST  25,  1976 


This  is  a history  of  the  Huntington's  Disease  effect 
on  Mrs.  Estell  H.  Isom,  Route  3,  Athens,  Ala.  Her  first 
attack  was  in  1969,  age  66.  She  became  depressed  and 
attempted  suicide  by  an  overdose  of  sleeping  pills.  I 
carried  her  to  several  psychoanalysis  and  to  Osekma  Clinic 
in  New  Orleans.  They  decided  that  she  had  Huntington's. 
They  said  that  they  could  not  help  her.  Later  I carried 
her  to  the  Hill  Crest  Hospital  at  Bhem,  Ala.  They  gave 
her  electro-shock  treatment.  She  was  there  about  75  days 
and  was  improved. 

Later  (1974)  I carried  her  to  the  William  S.  Hall 
Psychiatric  Institute  in  Columbia,  S.C. 

She  is  home  now,  able  to  be  up  all  day  and  watch  T.V. 
and  eat  well.  Her  mind  is  clear.  She  has  to  have  help 
walking.  She  is  now  age  73. 

She  has  trouble  with  her  speech  sometimes.  That  is 
about  all. 
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FLORINE  JOHNSON 

VALDOSTA,  GEORGIA  OCTOBER  18,  1976 


I am  writing  this  letter  in  regards  to  my  husband.  Name  Francis 
Joseph  Johnson.  I am  his  wife,  Florine  Johnson.  We  live  at  732  E. 
Brookwood  Place,  Valdosta,  Georgia.  My  husband  has  H.  D.  He  is  in 
very  bad  shape.  He  has  known  of  this  disease  for  about  eight  years  or 
more.  He's  a veteran  of  World  War  II.  We  have  three  children,  two 
boys  and  one  girl.  Our  daughter  is  31  years  old.  Two  boys  age  27 
and  19  years  old.  This  has  really  been  very  sad  for  all  of  us.  He  also 
has  a family  who  lives  upstate  New  York.  My  husband's  got  two  brothers 
who  was  younger  than  he.  His  both  brothers  died  of  H.  D.  I took  care 
of  my  husband  as  long  as  I could.  Then  he  got  so  bad  I couldn't  handle 
him  as  he  is  bedridden.  I only  weigh  84  pounds  and  I am  not  very  strong. 
But  in  order  for  my  husband  to  go  in  a V.A.  Home  they  would  of  taken 
all  of  his  income  from  us.  So  for  about  three  years  my  husband  has 
been  in  a nursing  home  off  and  on  in  Milledgeville,  Georgia,  Central 
Hospital.  It  is  about  a hundred  and  fifty  miles  from  our  home,  and  now 
that  he  is  so  bad.  The  last  time  I had  him  home  he  tried  to  take  his  life. 
So  they  have  been  quite  strict  and  advise  me  not  to  bring  him  home  for 
awhile.  He's  under  treatment.  It  has  been  very  hard  on  our  family 
because  he  is  so  far  away.  We  cannot  afford  to  go  see  him  very  often. 
My  children  all  of  them  stays  very  depressed  over  their  father  and  due 
to  the  fact  they  also  could  have  this  disease.  I would  love  to  have  some 
counseling  for  all  of  us.  My  husband  is  a very  good  man.  He  always 
took  care  of  his  family  so  very  well  when  he  was  able.  We  never  knew 
anything  about  this  disease  until  my  husband  found  out  he  had  H.  D.  be- 
cause he  wasn't  very  close  to  his  family  for  many  years  and  when  his 
brothers  died,  we  never  knew  about  H.D.  His  H.  D.  was  confirmed  in 
a Veterans  Hospital  in  1967  or  1968  in  Gainesville,  Florida. 

I don't  know  what  me  or  my  family  could  do,  but  I am  writing  this 
letter  because  I hope  it  will  help  in  some  way.  It  is  very  hard  on  all  of 
us.  This  H.D.  can  affect  a family  in  so  very  many  ways.  It  sure  has 
us.  Please  if  there  is  any  news  in  any  way,  let  us  know.  I will  close 
this  letter,  and  I pray  for  any  break  in  this  H.  D. 
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SAM  THOMAS  LEE  OCTOBER  10,  1976 

MT.  PLEASANT,  S.C. 


This  letter  is  in  reference  to  the  newly  established 
commission  for  the  control  of  Huntington's  disease.  My 
mother  has  been  diagnosed  as  having  H.D.  and  we  as  a family 
have  seen  a terrible  change  in  her  physically  and  mentally. 
The  care  my  mother  is  receiving  is  adequate;  she  is  at  a 
nursing  home,  and  we  are  covered  by  medical.  If  we  weren't, 
we  would  not  have  anyone  to  be  with  her,  since  she  can't 
take  care  of  her  own  vital  needs,  etc.  Our  family  is  very 
concerned  about  the  probability  of  each  one  of  us  inheriting 
this  dreaded  disease  and  we  do  worry  about  our  futures  and 
the  types  of  therapy  or  medical  discoveries  that  will  be 
available  to  help  us  at  the  time  this  disease  is  discovered 
in  anyone  of  us.  We  feel  something  needs  to  be  done  for 
early  detection  of  this  in  family  members  and  some  monies 
need  to  be  allocated  to  the  cure  of  this  disease;  I'm  sure 
polio  started  out  this  way  and  is  now  an  avoidable  disease, 
why  can't  H.D.  be  conquered? 

I wholeheartedly  support  the  research  being  done  in 
this  area  and  urge  more  be  done  for  a future  cure. 

At  the  present  time  nothing  is  very  bright  for  cure 
of  this  disease.  We  see  our  mother  worsening  monthly.  She 
is  slowly  losing  her  speech  and  her  communication  will  be 
gone.  We  look  and  see  our  future  in  her,  we  need  some 
security  in  our  minds,  some  consolation  that  something  is 
being  done,  we  need  some  ray  of  hope  that  if  we  do  indeed 
have  this  disease  that  our  medical  care  will  be  improved, 
and  that  we  can  expect  some  help.  Presently,  it  is  a very 
hopeless  disease,  and  no  one  understands  the  fear  of  it 
other  than  the  family.  Please,  I urge  you  to  allocate  what 
funds  you  can  for  more  research  for  H.D. , and  any  other 
types  of  relief  that  can  be  given  to  these  families. 
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JULEE  U.  MARTIN 

BIRMINGHAM,  ALABAMA  OCTOBER  13,  1976 


My  name  is  Julee  U.  Martin.  I am  39  years  of  age  and  a county 
school  teacher  for  Jefferson  County.  I am  happily  married  and  have 
two  fine  daughters,  14  and  8. 

The  first  time  we  knew  that  something  was  terribly  wrong  with  my 
mother,  Louise  Urquhart,  was  when  she  was  about  55  years  of  age.  She 
was  unable  to  walk  a straight  line.  Since  then  she  has  had  endless  days 
of  depression  as  slowly  but  surely  all  of  the  things  that  she  was  used  to 
doing,  she  has  been  unable  to  do  any  more. 

At  the  present  she  is  at  rest  home.  She  is  unable  to  bathe  herself 
or  to  put  on  make-up.  She  has  very  little  communication  ability.  Her 
speech  has  deteriorated  until  she  can  no  longer  make  her  needs  known. 

My  father,  now  deceased,  upon  realizing  that  hers  was  a terminal 
case,  and  the  fact  that  he  had  four  children,  each  with  a 50-50  chance  of 
having  H.  D. , contemplated  suicide.  He  was  never  able  to  face  my  oldest 
brother  and  myself  with  the  facts:  His  six  grandaughters  would  never  be 
free  of  worry  that  they  might  also  be  afflicted  in  the  event  that  their  parent 
was  a fatal  victim. 

At  the  present,  my  mother,  age  67,  is  on  Haldol.  Since  so  few 
medicines  exist  for  the  treatment  of  H.D.,  and  since  the  longer  the 
drug  is  taken,  the  less  the  effect  it  will  have,  she  will  soon  be  without 
proper  medication.  There  is  a great  need  for  research  to  develop  a more 
effective  medicine. 

Since  H.D.  is  a rare  disease,  many  of  the  workers  in  the  rest 
homes  are  not  familiar  with  the  proper  care  of  H.D.  patients.  H.D. 
victims  in  the  state  mental  hospitals  often  do  not  get  correct  medica- 
tions. This  is  the  job  of  a specialist  and  our  state  mental  hospitals 
do  not  have  specialists.  There  is  a need  for  a training  program  that 
could  be  provided  at  a place  such  as  University  of  Alabama  in  Birming- 
ham. This  would  give  to  those  in  charge  of  the  care  of  H.D.  patients, 
a knowledge  of  their  needs. 

Please  help  usl 
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GEORGE  McMILLAN,  JR. 
MONTGOMERY,  ALABAMA 


SEPTEMBER  21,  1976 


I am  writing  you  to  express  how  important  I feel 
it  : s for  the  United  States  Government  to  appropriate  funds 
for  the  purpose  of  relieving  some  of  the  suffering  and 
problems  which  Huntington's  Disease  causes.  I am  personally 
familiar  with  families  in  the  Birmingham,  Alabama  area  who 
suffer  from  Huntington's  Disease.  Fortunately  there  is  a 
local  chapter  of  the  National  Huntington's  Disease  Associa- 
tion that  can  help  to  an  extent  with  some  of  the  needs  of 
the  various  individuals.  This  task,  however,  is  far  greater 
than  that  which  small,  local  chapters  have  the  ability  to 
handle . 


In  my  judgment  for  this  disease  to  ever  be  con- 
quered it  is  going  to  take  continued  federal  assistance  for 
research.  I also  feel  that  immediate  assistance  is  needed 
from  the  Federal  government  that  can  be  used  to  help  allevi- 
ate some  of  the  many  critical  problems  faced  by  victims  of 
this  disease  and  their  families.  I strongly  urge  the  de- 
velopment of  a national  program  of  services  to  Huntington's 
Disease  victims  and  families.  This  is  a burden  which  we  as 
a society  as  a whole  can  bear,  but  it  is  almost  an  unbear- 
able burden  for  the  isolated  individuals  who  suffer  from 
this  very  critical  disease. 

Thank  you  for  your  consideration  of  my  views . 

Best  wishes  to  you  in  your  wcjrk. 
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DELPHIA  MINER 

FLORISSANT,  MISSOURI  MARCH  25,  1977 

I’d  like  to  describe  some  of  the  problems  of  Huntington’s  Disease  within 
my  family.  My  mother  suffered  many  years  with  this  disease  before  her 
death  at  age  67.  She  also  had  one  brother  who  had  Huntington’s  Disease. 

It  is  also  believed  that  her  father  had  the  disease. 

My  father  had  lots  of  problems  with  taking  my  mother  to  different  doctors 
trying  to  find  some  help  for  her.  Her  case  was  finally  diagnosed  as 
Huntington’s  Disease  at  Memphis,  Tennessee.  My  father  was  a poor  farmer  so 
he  took  my  mother  to  a state  hospital  at  Little  Rock,  Arkansas.  She  stayed 
there  for  some  time  and  was  given  treatments  and  then  sent  home.  He  had 
problems  with  giving  her  medication  and  taking  care  of  her  and  finally 
put  her  in  a nursing  home.  She  was  in  three  different  homes  until  her 
death  in  1969.  She  suffered  much  during  those  years.  I believe  the 
state  paid  part  of  her  board  at  the  homes  and  the  relatives  paid  for 
medicine  and  other  necessities  which  were  very  expensive.  We  all  suffered 
much  mental  anguish  and  now  the  constant  worry  as  to  whether  we  will  have 
this  dreaded  disease  and  whether  something  will  be  found  that  will  cure 
Huntington’s  Disease.  I have  an  older  brother  who  was  diagnosed  at  age 
55  as  having  Huntington’s  Disease. 

My  brother  is  in  a nursing  home  in  Peoria,  Illinois.  He  is  well  enough 
to  live  in  his  own  home  if  he  could  have  someone  else  live  with  him,  but 
since  there  is  no  one,  he  lives  in  the  home  and  will  the  rest  of  his  life. 
Fortunately  he  was  able  to  work  long  enough  to  draw  social  security  and 
a pension  from  the  place  where  he  was  employed  to  take  care  of  his  expenses; 
but  he  worries  that  he  doesn’t  have  a job  and  that  he  should  be  out  working. 

He  hates  being  in  the  nursing  home. 

The  only  help  we  have  received  in  understanding  about  Huntington’s  Disease 
has  been  through  our  Eastern  Missouri  Chapter  - Committee  to  Combat  Huntington’s 
Disease . 

I am  a female,  age  53,  married  and  working  in  a factory.  If  I get 
Huntington’s  Disease,  I pray  that  I will  be  able  to  get  help  that 
I require  and  that  a cure  may  be  found  before  my  children  get  it. 

I hope  this  letter  will  help  you  to  understand  some  of  the  things  an 
''at  risk"  person  experiences. 
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PATRICIA  SLATTON 


NOTE:  As  the  daughter  of  the  above,  Delphia  Miner,  I wish  to  indicate 
that  these  feelings  of  stress  and  concern  are  felt  by  each  and 
every  individual  in  our  family.  It  has  been  my  observation  that 
most  of  the  medication  only  sedates  the  individual  rather  than 
helping  to  control  the  illness.  I feel  that  research  should  be 
expedited  and  help  made  available  to  the  many  families  who  ex- 
perience this  horrible  disease. 
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MILDRED  MITCHELL 

GAYLESVILLE,  ALABAMA  OCTOBER  5,  1976 


I am  writing  our  family  history  on  H.  D. 

My  grandmother,  my  mother,  and  my  oldest  sister  have  all  had 
this  disease,  it  could  have  gone  even  further  back. 

We  worry  all  the  time  for  fear  some  of  the  rest  of  the  family  will 
have  it. 

I don't  remember  my  grandmother,  but  people  said  back  then  she 
was  crazy  for  she  went  forty  days  without  food,  but  I am  sure  now  some- 
thing was  paralyzed  that  she  did  not  want  food  or  could  not  eat. 

Then  my  mother  had  it  and  in  the  hospital  it  was  learned  she  had 
H.D.  She  had  constant  movement  and  was  always  falling,  my  Dad  had  a 
time  living  with  her,  where  she  had  always  been  easy  to  get  along  with 
she  became  so  irritable,  we  could  not  understand  anything  she  said  much. 

Now  my  oldest  sister  has  it,  she  is  so  thin  and  helpless,  she  sits 
in  a chair  part  time,  and  we  can't  understand  very  much  of  what  she  says. 
Her  mind  seems  fine  because  she  can  remember  things  of  the  past  we  are 
trying  to  remember.  I think  she  gets  so  irritable  and  frustrated  because 
she  can't  make  us  understand  what  she  is  trying  to  say.  Her  throat  seems 
paralyzed  and  her  speech  is  slurred.  She  is  on  medication  for  H.D.  and 
it  helps  control  the  movements,  but  it  is  a pity  there  isn't  something  that 
can  be  done  in  its  early  stage  before  they  get  so  far  along. 

I appreciate  so  much  all  the  work  that  is  being  done  with  these 
different  diseases.  Keep  up  the  good  work. 
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MARGARET  MURPHREE 

BIRMINGHAM,  ALABAMA  OCTOBER  14,  1976 


I am  a Social  Worker  working  on  the  Neurology  Service  at  the  University  Hospital  in 
Birmingham,  Alabama.  I have  been  active  with  the  local  Huntington's  Disease  Chapter 
since  it's  formation. 

[ Counseling  with  parents  and  children  when  they  are  first  diagnosed  can  be  a heart- 
breaking affair.  One  of  my  first  contacts  was  with  a family  with  three  married 
daughters,  two  of  whom  were  pregnant.  Their  expression  when  the  disease  was  ex- 
i plained  to  them  will  remain  with  me  for  a long  time. 

Another  family  involved  husband  and  wife  with  Huntington's  Disease  and  3 small 
, children.  The  patient  was  only  twenty-eight  (28)  years  old  but  had  to  be  committed 
to  our  State  Mental  Hospital  when  she  attacked  one  of  the  children. 

! I'm  sure  you  have  many  letters  telling  you  of  the  feelings  and  anxieties  of  family 
I members  who  live  with  this  from  day  in  and  day  out  --  if  they  do  not  have  the 
, disease,  then  attempting  to  decide  whether  to  marry  and/or  bear  children,  of  course. 

I understand  that  now  the  L Dopa  Activation  Test  has  helped  in  this  particular 
I situation. 

I 

! The  prognosis  for  this  disease  has  been  so  poor  that  counseling  is  very  difficult. 

Any  help  the  Commission  can  give  to  fight  this  disease  would  be  appreciated  by  all 
concerned  with  the  problem. 


I 

I 
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JUDITH  NEBLETT 

ATLANTA,  GEORGIA  SEPTEMBER  25,  1976 


Unfortunately  the  letter  announcing  your  forum  arrived  today.  I 
would  like  to  submit  written  testimony. 

My  mother  died  in  March  of  H.  D.  She  was  in  a nursing  home  at 
that  time  which  was  costing  my  father  $180.  00  per  week  plus  medication. 
She  had  only  been  there  since  January,  when,  it  became  impossible  to 
care  for  her  at  home.  They  live  in  Pennsylvania.  Mother  was  ill  about 
15  years;  the  last  five  she  needed  constant  attention.  My  father  hired  a 
homemaker  to  watch  her  during  the  day.  He  prepared  her  meals,  includ- 
ing coming  home  for  lunch.  This  all  became  so  demanding  that  he  lost 
his  job  as  a Service  Manager  and  was  demoted  to  a shipping  clerk.  If 
the  homemaker  did  not  come,  which  happened  frequently,  he  had  to  stay 
home  resulting  in  a reduction  in  income. 

Because  Dad  owns  his  home  and  has  an  average  income  he  was  not 
eligible  for  financial,  i.  e.  , state,  help. 

I feel  that  any  illness  deserves  research  for  an  eventual  cure  or 
at  least  to  make  it  livable.  But  I would  like  to  see  some  sort  of  health 
care  plan  that  can  aid  families  financially  during  those  difficult  last  years. 
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BRUCE  GARY  PLASKOFF 

FORT  MILL,  SOUTH  CAROLINA  OCTOBER  10,  1976 


I have  written  extensively  on  the  matter  of  Huntington's 
disease.  In  addition,  I have  done  public  relations  for  the 
Committee  to  Combat  Huntington's  Disease,  80  E.  Concord  St., 
in  Boston,  having  secured  a billboard,  radio  spots  and  numerous 
articles  in  and  around  the  Boston  vicinity,  in  an  effort  to 
educate  the  public  on  the  matter  of  H.D.  I am  a member  of 
national  CCHD,  the  National  Huntington's  Disease  Association, 
CCHD/Boston  and  CCHD/Columbia , South  Carolina.  I am  also  the 
North  Carolina  Chapter  Contact  for  CCHD.  I am  also  proud  in 
considering  myself  a friend  of  Marjorie  Guthrie. 

All  this  as  a result  of  the  fact  that  I am  "at  risk." 

I have  a 50%  chance  of  developing  this  dread  disease  and  it  is 
in  this  that  I feel  my  testimony  may  be  relevant  to  your  Commis- 
sion. I would  like  to  discuss  the  ramifications  of  this  disease 
on  one  who  is  at  risk.  My  mother  is  currently  afflicted  with 
H.D.  and  my  aunt  has  died  as  a result  of  it.  I am  24  years  old 
and  currently  unafflicted;  for  as  long  as  I can  recall  this 
disease  has  been  a part  of  my  life.  The  "despair  of  unknowing" 
to  the  "despair  of  knowing"  H.D.  and  its  psychological  ramifi- 
cations upon  one  at  risk. 

I am  currently  a resident  of  Fort  Mill,  South  Carolina. 

My  only  expertise  in  the  field  of  H.D.  lies  in  my  having  lived 

with  it  for  so  many  futile  years.  I feel  this  may  be  a vital 

part  of  your  report.  The  despair  that  riddles  those  afflicted 

by  H.D.  directly  and  indirectly  may  be  a part  of  the  substan- 

tial burden  we  have  to  bear.  Consequently  if  your  schedule  per- 
mits, I would  want  to  take  the  opportunity  to  render  the  whole 
sad  story  to  you.  I think  it  is  a meaningful  one. 
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DAVID  POKRASS 

ATLANTA,  GEORGIA  FEBRUARY  21,  1977 


Both  my  uncle  and  mother  have  had  Huntington's  disease. 
There  is,  therefore,  a possibility  that  I could  have  this  dis- 
ease also.  As  an  "at  risk"  I am  most  anxious  for  the  CCHD 
to  be  given  help  for  their  research.  This  is  a very  dedicated 
group  of  workers  and  everything  must  be  done  to  stop  H.D. 


2-634 


Atlanta,  Georgia 


October  21,  1976 


JOHN  RIKER 

ATLANTA,  GEORGIA  SEPTEMBER  23,  1976 


It  is  understandable  that  the  family  may  detect  H.D.  symp- 
toms in  a patient  before  the  physician.  However,  I am  aware 
of  instances  where  the  family  informed  the  doctor  of  the  family 
history  and  called  attention  to  obvious  symptoms  and  yet  the 
doctor  did  not  diagnose  H.D.  In  fact,  the  treatment  was  detri- 
mental to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals 
in  the  health  field  that  are  not  familiar  with  the  symptoms  of 

H.D. 


This  lack  of  knowledge  or  understanding  is  reflected  in; 

1.  Ineffective  treatment; 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients;  and 

3.  Rejection  by  society  as  a whole. 
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MRS.  JAMES  ROBERTS 

HUEYTOWN,  ALABAMA  September  26,  1976 


I am  having  my  sister  write  this  letter  for  me  as  I 
have  not  been  too  well  lately.  My  nerves  have  been  affected 
and  I have  lost  about  twenty  pounds  in  the  past  few  months. 

I have  been  affected  by  H.D.  for  the  past  twenty  years 
that  my  mother  lived  with  it.  We  did  not  know  the  name  of 
this  grave  problem  until  just  within  the  past  four  years. 

But  as  the  oldest  sister  living  in  Birmingham  (where  my 
mother  resided)  I had  to  bear  the  responsibility  of  looking 
after  my  mother's  affairs.  She  was  not  mentally  competent 
to  handle  her  financial  affairs,  so  I took  the  responsibil- 
ity of  her  monthly  check  from  Social  Security  and  bought 
groceries  and  paid  bills  for  her.  I had  to  save  all  re- 
ceipts and  make  a complicated  report  to  S.S.  at  the  end  of 
each  year.  My  mother  was  not  too  happy  about  someone  else 
handling  her  money  which  caused  some  friction  between  the 
two  of  us.  She  was  difficult  to  shop  with  because  of  her 
inability  to  walk  straight  and  consequently  many  people 
stared  at  us  when  I took  her  with  me  shopping.  Most  people 
have  no  understanding  of  this  disease  and  are  very  unkind 
and  critical.  It  was  difficult  for  me  to  manage  my  own 
growing  household  of  three  boys  and  one  daughter,  as  well  as 
spend  so  much  time  on  mother's  needs.  Just  seeing  her  was 
very  unnerving,  along  with  the  many  demands  she  made  upon 
my  time. 

My  youngest  sister  was  still  just  a child  herself,  and 
we  had  to  help  look  out  after  her.  She  was  starting  to  date 
and  without  any  proper  parental  authority  she  just  went  out 
when  she  wanted  to,  and  came  in  at  night  when  she  wanted 
to.  Some  of  the  neighbors  reported  this  to  Children's  Aid, 
but  they  did  not  take  Marilyn  from  mother's  home.  The  last 
year  she  was  in  her  home  my  father  got  very  sick  with 
angina,  shingles,  diabetes,  etc.,  and  he  tried  to  commit 
suicide.  We  discovered  him  in  time  and  got  him  to  the 
hospital.  He  was  in  the  hospital  for  a couple  of  months 
and  then  sent  home.  He  lived  8 months  after  his  suicide 
attempt,  because  he  had  just  lost  the  will  to  live.  During 
that  time  the  two  of  them  were  more  or  less  alone  in  the 
house  with  Marilyn.  Neither  one  was  receiving  proper 
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medication.  My  father  was  supposed  to  have  his  medicine 
at  various  times,  as  well  as  special  meals  and  he  received 
neither.  We  got  him  into  a nursing  home  at  the  end  but 

he  went  into  a coma  and  died  within  12  hours  after  entering 
it.  His  doctor  did  not  tell  us  how  sick  he  was  and  that  h^ 
should  be  in  a nursing  home  or  anything. 

Needless  to  say  this  has  put  quite  a strain  upon  me,  my 
husband,  and  my  children.  They  saw  their  grandmother 
through  the  years  and  asked  questions.  I never  told  them 
anything  because  I did  not  want  them  to  have  to  worry  as  I 
had.  This  is  too  bad  a problem  to  tell  young  people  about. 
They  should  have  some  life  without  this  worry.  It's  some- 
thing you  can  never  forget  about  or  escape.  You  just  hope 
you  can  get  your  kids  grown  before  it  gets  you.  But  really 
there  is  no  hope,  unless  you  inherit  the  good  part  of  that 
50-50  chance,  and  even  then  you  have  lived  under  that  shadow 
for  so  many  years  previously  and  all  that  stress  really 
takes  its  toll  even  if  you  don't  get  H.D. 

I wish  you  could  develop  an  early-detection  test  so 
people  won't  have  to  suffer  under  the  burden  of  H.D.  I 
wish  you  could  develop  some  type  of  care  facility  that  would 
involve  the  whole  family,  because  all  suffer.  I wish  you 
could  wipe  out  H.D.  but  that's  the  end  of  the  rainbow  I 
guess . 
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LYNNE  SCOGGINS 

GREENWOOD,  SOUTH  CAROLINA  OCTOBER  13,  1976 


Through  the  South  Carolina  Committee  to  Combat  Huntington's 
Disease  I have  learned  of  the  establishment  of  the  Federal  Commission 
for  the  Control  of  H.D.  To  those  of  us  who  know  and  are  concerned  about 
the  disease,  this  Commission  offers  hope  and  support. 

My  father  and  others  in  his  family  are  victims  of  H.  D.  so  it  is 
from  close  personal  knowledge  that  I wish  to  offer  my  comments.  For 
too  many  years  this  disease  has  been  misunderstood,  misdiagnosed, 
and  one  that  people  were  ashamed  to  speak  of  openly.  Even  today,  in  my 
own  family,  there  is  an  unwillingness  to  face  up  to  the  fact  that  we  are  a 
Huntington's  family.  I cannot  adequately  express  how  one  feels  upon 
learning  that  one  is  a member  of  a Huntington's  family  and  thus  at  risk. 

My  father  was  forced  to  take  an  early  retirement  on  disability.  This 
was  fourteen  years  ago  and  the  diagnosis  was  Frederick's  Ataxia.  He 
is  still  living  at  home  with  my  mother,  receives  Home  Health  Care,  but 
it  is  only  a question  of  time  as  to  when  he  will  have  to  be  placed  some- 
where. There  is  no  facility  that  we  have  learned  of  in  either  North  or 
South  Carolina  designed  to  meet  the  needs  of  the  H.D.  patient.  A state 
hospital  is  not  equipped  or  appropriate  to  care  for  H.  D.  patients  on  a 
long-term  basis.  Likewise  nursing  homes  are  not  trained  or  specialized 
in  handling  patients  with  neurological  disorders.  It  is  a terrible  experi- 
ence to  place  someone  in  an  institution,  but  when  the  institution  is  not 
appropriate  or  adequate  makes  the  burden  even  greater.  Even  if  a suitable 
place  is  found,  could  it  be  afforded?  Care  is  so  expensive,  and  since  my 
father  worked  all  his  life  so  he  could  have  a decent  retirement,  he  does 
not  qualify  for  state  financial  assistance.  What  is  one  to  do? 

I feel  there  is  a great  need  for  public  information  pn  H.  D.  Because 
of  the  uncontrollable  movements,  an  H.  D.  patient  is  very  noticeable  and 
social  acceptance  is  difficult.  Someone  with  a heart  disorder  receives  a 
lot  of  sympathy,  but  someone  who  acts  and  looks  differently,  is  shunned. 

I have  had  two  aunts  with  H.  D.  who  died  in  the  State  Hospital,  but 
at  the  time  they  were  not  diagnosed  as  H.D.  's.  I also  had  three  uncles 
who  were  affected,  all  three  were  physicians.  One  was  labeled  an  alco- 
holic because  he  staggered  and  his  speech  was  slurred.  What  an  injustice 
this  was.  The  other  two  uncles,  to  whom  I was  closer,  practiced  medicine 


2-638 


At  In  run,  Georgia 


October  21,  1976 


as  long  as  they  were  able.  At  times  you  were  not  sure  if  that  hypodermic 
needle  was  going  to  hit  its  mark  or  not,  but  somehow  it  always  did.  They 
were  wonderful,  compassionate  men  who  would  never  turn  any  patient 
away. 


Since  the  symptoms  of  H.D.  do  not  show  up  until  past  or  late  in  the 
child  bearing  years,  that  makes  the  disease  that  much  cruder.  My  bro- 
ther has  four  children  and  I am  pregnant  with  our  first  child.  What  will 
the  future  hold  for  them? 

It  is  my  husband's  and  my  belief  that  a cure  for  H.D.  will  be  found. 
Tlirough  research  and  training,  new  knowledge  and  treatment  is  inevitable. 
This  is  why  I am  expressing  to  you  my  support  for  this  Commission  and 
the  help  it  will  bring. 
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MARGARET  C . SCOTT 

WHITEVILLE,  NORTH  CAROLINA  MARCH  28,  1977 


I understand  that  research  on  Huntington's  disease  is 
to  be  discontinued  in  the  fall.  I hope  this  will  not  be  the 
case.  A friend  of  mine  has  been  affected  by  this  disease  and 
seeing  the  condition  she  is  in,  I see  the  necessity  of  research 
being  continued. 
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I^LOISE  SIMMONS 

CAUSDION,  AIJ\BAMA  SEPTEMBER  11,  1976 


As  a member  of  an  H.D.  family  I can  surely  say  there  are  many 
serious  problems  for  the  patient  as  well  as  the  immediate  family.  My 
mother,  her  sister,  and  a brother  died  with  H.  D.  She  has  one  sister  in 
very  serious  condition  with  H.D.  now. 

I was  only  about  four  years  old  when  my  mother  became  ill  with 
H.  D.  , so  1 wasn't  aware  so  much  of  the  problems  my  father  faced,  until 
I got  grown  and  can  now  look  back  and  see.  The  only  thing  he  could  do 
having  two  small  children  was  to  place  her  in  a mental  hospital  which 
at  the  time  was  Bryce  Hospital  in  Tuscaloosa.  This  was  a four  or  five 
hour  drive,  so  we  couldn't  drive  that  far  very  often.  At  the  time  it 
wasn't  known  what  was  wrong  with  mother.  She  had  lost  three  children. 

She  died  at  the  age  of  53,  after  spending  about  18  years  there.  Mother's 
other  sister  that  died  with  H.D.  was  only  in  her  40's,  and  her  brother 
was  in  his  early  50's.  Both  also  died  in  a mental  hospital  with  no  diag- 
nosis. Had  it  not  been  for  mother's  only  living  sister,  we  may  not  have 
known  til  yet  what  had  struck  the  whole  family. 

After  all  this  now  H.D.  has  struck  another  generation  in  my  family. 
My  sister  who  is  40,  also  has  H.  D.  Her  family  faces  serious  problems, 
since  she  will  not  admit  she  is  sick  and  will  not  even  let  her  husband  take 
her  to  the  doctor.  She  has  one  child  age  12  years.  Her  personality  change 
has  almost  made  it  impossible  for  her  husband  and  child  to  live  with  her. 

I know  they  will  eventually  have  to  force  her  to  seek  medical  attention, 
and  will  soon  have  to  be  placed  in  a nursing  home. 

Other  than  this  the  only  problem  I have  is  the  fear  1 live  with  being 
50-50  at  risk.  The  bad  part  is  I hadn't  learned  of  the  disease  until  I 
had  three  children,  ages  5,  10  and  15.  I am  35  years  old.  The  thing 
that  adds  to  my  fear  is  that  I have  been  in  and  out  of  hospitals  for  three 
years  with  extreme  fatigue  and  some  symptoms  similar  to  that  of  my 
sister's.  If  1 do  have  the  disease  it  was  in  too  early  of  a stage,  as  of 
this  time  last  year  for  the  neurologist  to  detect.  I live  one  day  at  a time 
hoping  and  praying  for  a miracle  that  will  not  let  this  disease  strike 
another  generation  of  my  family. 
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I sincerely  appreciate  anything  the  H.  D.  Commission  can  do  in  pre- 
senting our  problems  to  Congress,  and  you  may  feel  free  to  use  my  letter. 
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FArSy  SNIPES 

ATLANTA,  GEORGIA  OCTOBER  20,  1976 
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time  I heard  this  disease 
I can  still  remember.  My 
ed  a little  over  a year, 
our  three  room  apartment 
ister.  My  husband's  sister 
had  been  in  the  State  Hospital  before  we  had  married.  I 
thought  that  it  was  her  nerves.  But  that  night  I remember 
H.D.  being  mentioned.  Dr.  Still,  states  that  it  is  inherit- 
ed and  that  4 out  of  8 children  would  have  it.  First  reac- 
tion that  I had  was  shock,  numbness  and  very  negative.  That 
was  the  end  of  it  for  awhile.  H.D.  was  not  mentioned  and  I 
put  it  in  the  back  of  my  mind  to  forget  about  it. 


Within  the  next  year,  Leslie,  our  little  boy  was  born 
(1970).  As  Leslie  grew,  this  disease  was  still  not  talked 
about.  We  visited  Myrtle,  my  sister-in-law  frequently.  A 
year  went  by  and  in  that  year  we  watched  Myrtle  get  progres- 
sively worse.  It  was  then  this  disease  hit  me.  Myrtle  had 
3 children  of  whom  she  never  got  to  see.  It  was  a possibil- 
ity that  2 may  have  this  disease  and  they  neglected  her. 

She  had  no  family  loving  and  care  except  what  her  mother  and 
brothers  and  sisters  gave  her.  It  seemed  that  from  week  to 
week  she  went  down.  First  jerking  and  dropping  things,  then 
stumbling  and  falling.  As  we  watched  Myrtle  get  smaller  and 
her  clothes  became  too  big,  it  got  harder  to  visit  her.  We 
all  tried  pushing  ourselves  to  go  to  see  her.  Finally  they 
had  to  tie  her  in  a wheelchair  where  she  sat  all  day.  No 
one  at  State  having  time  to  walk  her  around,  help  fix  her 
hair  or  dress  her  up  a little  was  very  depressing  to  me.  I 
can't  imagine  how  Myrtle,  being  a woman  that  liked  to  look 
pretty  and  neat  and  do  things  for  herself  must  have  felt. 

Her  hair  was  chopped  off  just  straight  around  for  conven- 
ience. Her  speech  began  to  slur  and  she  could  not  control 
her  saliva.  Every  weekend  as  we  watched  her  a lump  would 
come  in  my  throat.  Thoughts  - what  if  that  was  Wayne,  my 
husband,  or  my  little  boy?  After  each  visit  everyone  was 
hush-hush.  I lay  in  bed  at  night  trying  to  get  Myrtle  off 
my  mind  and  when  I closed  my  eyes  I would  see  Wayne  or 
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Leslie,  being  pushed  to  the  side.  Through  my  head  those  big 
numbers  would  appear  - 50-50  Chance  - inherited  - jerks  - 
slurs  in  speech.  Sometimes  I would  cry  myself  to  sleep  si- 
lently so  as  not  to  disturb  my  husband.  The  family  did  decide 
that  it  was  time  to  get  this  off  our  chests.  So  we  talked  about 
H.D.  But  talk  is  small,  all  we  found  out  was  that  everyone  in 
the  family  was  concerned  and  it  was  affecting  their  family  life. 
We  began  looking  at  each  other.  Who  will  be  next?  If  someone 
dropped  something  or  felt  depressed  I was  wondering.  My  husband 
never  talked  that  much  about  H.D.  and  I would  catch  myself  won- 
dering what  he  was  thinking  about  this  disease?  Does  he  have 
it?  What  would  I do?  How  would  I explain  to  Leslie  about  his 
father?  There  was  not  a day  that  went  by  that  I wasn't  confused 
in  my  mind  about  H.D.  Then  I finally  broke.  I was  at  work  and 
I started  crying  and  could  not  stop.  I could  not  talk  to  anyone, 
Why  was  I crying  - for  Wayne,  for  Leslie  - for  me?  How  could 
I go  on?  How  much  more  could  I take?  My  fellow  worker  called 
my  doctor  with  whom  I had  discussed  H.D.  My  doctor  sent  me 
something  to  calm  me  but  what  about  later.  I didn't  want  my 
husband  to  know  that  this  disease  was  bothering  me  so.  I talked 
with  my  doctor  and  he  did  try  to  explain  that  life  had  to  go 
on.  Wayne  could  die  with  something  else  or  maybe  not  even  have 
H.D.  This,  he  said,  is  like  sugar  diabetes  which  is  inherited 
or  high  blood  pressure.  But  you  see  it  is  not  to  me.  Nothing 
can  help,  cure  or  make  any  easier  this  dreadful  disease.  Not 
for  the  H.D.  patient  or  for  the  family  as  they  watch  the  slow 
progress  of  this  disease  ruin  their  loved  one's  life.  So  again 
I tried  to  shut  this  disease  out. 


It  wasn't  too  long  after  this  that  Bobby  my  husband's 
brother,  began  to  drink.  Bobby  was  married  but  unfortunately 
it  did  not  work  out.  He  moved  into  a one  room  apartment  build- 
ing. This  building  was  very  dirty  and  a lot  of  drunks  lived 
there.  Sunday  after  Sunday  Bobby  would  call  and  ask  Wayne, 
my  husband,  to  come  get  him  out  of  jail.  When  around  Bobby, 
he  was  very  quiet  and  humble  - never  talked  much  and  very  in- 
dependent. He  never  learned  to  drive  so  he  walked  to  places 
he  wanted  to  go.  I guess  after  his  divorce  he  had  gotten  de- 
pressed and  drank  a lot.  His  boss  man  had  paid  him  out  of 
jail  a few  times  besides  us  paying  him  out.  Then  Bobby  start- 
ed writing  bad  checks.  He  never  had  any  money  in  the  bank 
and  did  not  understand  how  to  write  a check.  He  signed  the 
checks  and  got  another  boy  to  fill  them  in  for  him.  Of  course, 
the  family  paid  for  these.  Bobby  decided  he  wanted  to  go  to 
the  State  Hospital  and  dry  out  he  called  it.  Bobby  was  more 
or  less  like  a child  and  one  really  had  to  be  stern  with  him. 
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His  youngest  sister  was  the  only  one  he  would  listen  to.  I 
went  to  help  get  his  clothes  up  to  take  him  to  State.  His 
room  was  horrible.  He  had  a pyramid  of  beer  cans  on  his 
dresser.  The  sheet  on  his  bed  was  black  with  dirt,  dirty 
clothes  everywhere  and  a smell  you  would  not  believe.  He 
was  very  unaware  of  the  seriousness  of  writing  bad  checks. 
After  going  to  State,  Dr.  Still  tried  to  explain  that  he 
had  H.D.  He  kept  saying  I am  not  in  here  for  what  my  sister 
had,  I am  just  drying  out.  Well,  his  ex-wife  went  to  see 
him  and  they  decided  to  remarry.  Dr.  Still  went  through 
great  length  to  explain  H.D.  Bobby  accepted  a little  then. 

He  was  to  take  pills  after  leaving  State  but  they  were  so 
expensive  he  could  not  afford  them.  He  did  not  work  for 
awhile  and  then  rehabilitation  helped  him  get  a job.  After 
about  6 months  or  so  it  started  all  over.  Bobby  began  drink- 
ing again  and  this  time  decided  to  rob  Mr.  Quick  which  is 
near  nis  house.  This  was  in  daylight  and  he  had  gotten  a 
steak  knife  out  of  the  kitchen  drawer.  He  got  scared  and 
ran.  The  woman  that  worked  there  knew  Bobby  well  and  of 
course  the  police  picked  him  up.  He  did  not  try  to  hide  or 
run  from  police  and  did  not  know  why  he  had  done  such  a 
thing.  Bobby,  with  H.D.,  and  he  may  go  to  the  pen.  Bobby's 
father  also  had  H.D.  and  I am  told  that  he  committed  suicide 
in  jail.  This  was  what  we  were  scared  of.  Well,  I did  not 
have  time  to  think  about  other  people's  reactions  toward 
this  or  my  own  feelings.  We  began  to  work  at  trying  to 
get  Bobby  back  in  State.  We  talked  with  the  sheriff,  the 
county  magistrate,  the  probate  judge  and  every  county  offi- 
cial in  town  but  it  seemed  we  were  going  around  in  circles. 

We  finally  got  a lawyer  and  this  ran  into  a lot  of  money. 
Financially  we  could  not  afford  it  but  how  could  we  not  do 
something.  We  ended  up  talking  to  the  doctors  in  town.  Most 
of  them  were  not  interested.  After  much  confusion,  we  got 
two  doctors  to  examine  Bobby.  Not  being  familiar  with  H.D. 
they  could  not  say  Bobby  had  H.D.  Finally,  Bobby  got  in  State 
after  spending  30  days  at  C.C.I.  which  was  very  depressing 
for  Bobby.  This  was  a very  dramatic  experience  for  me  and 
I do  feel  guilty  even  though  I am  just  a sister-in-law  about 
Bobby  going  to  State.  I can  remember  Myrtle  being  behind 
locked  doors  at  State  and  hearing  that  key  turn  in  that  lock. 
Bobby  is  not  behind  locked  doors  yet  but  what  is  this  going 
to  do  for  his  morale,  for  his  condition.  Am  I going  to  have 
to  watch  Bobby  being  taken  care  of  the  way  Myrtle  was  taken 
care  of? 
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Will  I have  to  go  through  if  Wayne  has  this  disease, 
what  we  went  through  with  Bobby  just  to  get  some  help,  some 
advice.  Will  I be  able  to  keep  Wayne  at  home?  I will  have 
to  work.  Will  I be  able  to  make  a living? 


Yes,  Huntington's  has  affected  my  life  greatly.  You 
know  this  is  right  at  home.  This  is  something  you  hear  hap- 
pening to  other  people.  Deep  down  inside,  I want  more  child- 
ren but  Wayne  won't  talk  about  it.  Life  must  go  on  they  say. 

I know  Wayne  is  right.  It  is  not  fair  to  bring  a child  into 
the  world  having  a 50-50  chance  of  having  this  horrible  dis- 
ease. I still  have  a longing  for  another  child.  And  then 
when  I look  at  Leslie  my  heart  nearly  breaks  half  in  two.  Will 
he  be  going  through  this  someday?  Will  he  be  torn  apart  with 
this  disease?  No.  I could  never  have  another  child  unless 
there  was  some  sure  way  to  know  that  Wayne  does  not  have  this 
disease . 


Will  we  have  2 more  to  go  through?  Can  I hold  up?  The 
only  way  I can  make  it  is  through  prayer.  I pray  that  God 
might  give  me  the  wisdom  to  cope  with  this  disease  and  in 
some  way  make  it  easier  for  my  family.  After  talking  to  so 
many  people,  I know  God  is  the  only  one  that  can  give  us 
answers,  advice  and  yes  some  comfort. 


You  know,  I feel  now  that  I have  been  a long  ways  with 
H.D.  and  have  learned  a great  deal.  It  is  not  as  hard  to 
talk  about  H.D.  I have  realized  that  quietness  about  H.D. 
is  why  we  are  in  this  shape  now.  No  one  would  or  could  ad- 
vise us  because  no  one  knew  of  H.D.  If  there  is  anyway  I 
can  make  things  easier,  if  not  for  Bobby,  maybe  for  my  hus- 
band or  my  son  I am.  I will  keep  digging,  keep  talking  and 
praying  that  something  will  take  place. 


Even  though  I have  written  a lot,  it  is  hard  to  put  my 
feelings  on  paper  and  a lot  still  remains  to  be  said.  You 
live  with  a feeling  you  are  not  doing  enough  to  help  and 
still  at  times  I ride  around  crying  for  Wayne,  knowing  his 
feelings  are  bottled  up  inside  of  him.  I am  constantly  try- 
ing to  hide  my  true  feelings  about  this  disease  because  I 
can't  worry  Wayne  about  me.  He  has  enough  on  him. 
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I feel  that  if  we  had  had  a counseling  committee  to 
talk  it  would  have  been  a whole  lot  simpler  for  our  family. 
Research  is  needed  and  also  training  to  learn  to  cope  and 
understand  H.D.  and  H.D.  patients.  I honestly  feel  that 
if  this  sort  of  thing  were  available  I would  not  be  in  the 
state  I am  in. 
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WAYNE  SNIPES 

CHESTER,  S.C.  OCTOBER  21,  1976 


I am  writing  this  as  a member  of  a family  that  has  H.D.  in  it. 

Our  father  had  this  disease  and  died  in  jail,  not  from  the  disease  but 
from  burns  received  in  a fire.  The  disease  before  his  death  was  al- 
ready working  on  him,  but  none  of  us  knew  anything  about  it.  When  he 
died,  none  of  us  knew  nothing  about  H.  D. 

It  was  not  until  our  oldest  sister  started  having  trouble  falling, 
burning  herself  with  dropping  cigarettes  and  sometimes  falling  on  a hot 
stove  and  asked  to  be  put  in  the  State  Hospital  for  treatment,  that  we 
found  out  about  the  disease. 

We  all  heard  about  it,  but  I think  that  none  of  us  really  wanted  to 
believe  that  it  really  was  happening  to  our  family. 

I remember  when  our  sister  was  in  the  hospital  when  we  would  go 
and  see  her.  She  was  in  the  State  Hospital  because  there  was  and  still  is 
no  other  place  for  H.D.  patients  to  go.  She  would  come  out  and  try  and 
be  happy  but  you  could  tell  that  she  was  unhappy.  She  would  have  trouble 
standing  without  losing  her  balance  and  talking  clear  without  her  words 
coming  out  blurred.  I also  feel  that  the  State  Hospital  is  not  the  place 
for  H.D.  patients,  but  a place  where  they  can  receive  personal  attention 
and  care  would  be  the  ideal  place  for  the  patients.  I know  that  she  received 
the  best  care  for  the  conditions  but  a special  home  or  hospital  would  be 
the  ideal  place  for  care  of  the  patients.  H.D.  patients  need  to  be  treated 
for  H.  D.  and  not  for  some  mental  disorder. 

The  families  of  H.D.  patients  need  to  be  counseled  on  just  what 
will  happen  and  the  changes  that  will  have  to  be  made  in  the  family  style 
of  life.  Need  to  know  about  insurance,  have  payments,  jobs  and  the 
personal  well  being  of  the  family.  Families  need  to  know  about  social 
security  and  how  an  H.  D.  patient  stands  as  far  as  having  to  quit  work. 

In  general,  just  what  kind  of  help  a family  can  expect  to  receive. 

I think  that  therapy  for  a patient  would  be  very  important,  because 
I think  that  an  H.  D.  patient  should  be  given  all  the  opportunity  to  maintain 
life  and  movement  as  long  as  possible.  I understand  that  there  is  some 
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thcra[)y  being  used  at  this  time.  This  and  a hospital  for  H.D.  patients 
would  go  a long  way  toward  research. 

We  need  counseling  for  H.D.  families,  so  that  they  can  be  told 
all  about  the  disease,  what  can  be  done  and  what  help  is  present.  1 
know  when  1 first  came  in  contact  with  the  disease  1 knew  nothing  at 
all  about  it  because  there  was  and  still  is  not  enough  known  about  it. 

We  have  run  into  the  problem  of  doctors  not  being  able  to  tell 
for  sure  when  a person  has  H.D.  1 also  have  a brother  that  the  disease 
has  been  found  in  him.  When  he  first  had  to  be  put  into  the  hospital, 
one  doctor  said  that  he  had  the  disease,  but  there  was  two  others  that 
said  he  did  not.  So  there  is  the  problem  of  doctors  not  knowing  enough 
about  it  to  make  a proper  diagnosis.  We  had  a time  with  our  brother 
because  of  this,  trying  to  get  him  into  the  hospital  for  treatment. 

From  my  personal  experience  1 saw  my  sister  and  her  husband 
separate  because  the  disease  was  working  on  her  and  nobody  knew  it. 

It  was  changing  her  character  and  creating  problems  that  he  or  she 
ne  ither  knew  how  to  deal  with  them.  She  got  to  where  she  did  not  want 
to  be  a wife  and  she  could  not  run  the  home  the  way  that  she  should.  She 
had  headaches  all  the  time  and  she  lost  a lot  of  weight.  She  had  trouble 
lighting  a cigarette,  her  hand  would  move  all  the  time.  She  had  trouble 
walking  and  she  would  fall  a lot.  Her  own  children  turned  against  her 
because  they  did  not  understand  just  what  was  happening  to  her.  Her 
children  knew  what  she  had  but  I still  think  that  they  do  not  understand 
all  they  need  to  know  about  the  disease.  Even  myself,  I do  not  know  all 
that  I need  to  know.  My  brother  that  is  in  the  hospital  knows.  We  had 
a hard  time  getting  him  in  because  he  got  into  trouble  with  the  law.  He 
tried  to  rob  a store.  When  he  got  caught  they  were  going  to  put  him  on 
trial  for  robbery.  If  he  had  to  serve  time  he  probably  wouldn't  have 
lived  to  get  out,  because  the  doctor  said  he  had  H.D.  We  had  to  get  a 
lawyer  and  go  through  a lot  of  red  tape  to  get  him  into  a hospital  instead 
of  prison.  Even  in  the  hospital  he  has  run  into  the  problem  of  doctors 
not  knowing  just  what  to  look  for  and  trying  to  get  him  out  of  the  hospital. 
He  has  had  one  to  tell  him  that  he  is  just  faking  to  stay  out  of  jail,  but 
we  know  from  experience  that  H.D.  is  nothing  fakey.  Its  real  and  it 
tears  away  at  human  life,  until  it  destroys  a living  human  being.  I think 
that  H.  D.  is  a disease  that  has  been  around  too  long  and  so  little  done 
about  it.  I know  that  research  is  done  on  other  diseases  because  it  works 
on  a large  group  of  people.  H.D.  patients  are  human  beings  that  deserve 
all  the  help  that  we  can  give  them  for  the  fact  that  they  are  human  beings. 
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I believe  that  God  would  have  us  to  do  all  that  we  can  for  these  people, 
because  I know  that  He  would  have  us  to  work,  pray  and  seek  through 
research  a cure  for  H.  D. 

I think  that  this  Commission  is  just  one  step  toward  getting  some- 
thing done  about  H.  D.  I hope  that  the  Committee  through  these  letters 
and  hearings  can  help  suggest  ideas  toward  better  treatment,  diagnosis 
and  cure.  And  the  most  important  thing,  a "cure.  " 
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JAMES  W.  STARNES  OCTOBER  10,  1976 

SOUTH  CAROLINA  CHAPTER 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE,  INC. 

I will  not  be  able  to  attend  the  Public  Hearing  to  be 
held  on  Thursday,  October  21st  at  the  Georgia  Mental  Health 
Institute  in  Atlanta.  I would  like  to  give  a statement  by 
letter . 

My  purpose  for  submitting  testimony  for  this  hearing  is 
twofold.  As  President  of  South  Carolina  Chapter/CCHD , we 
have  many  families  in  our  state  who  have  a definite  need 
for  immediate  nursing  care  of  the  H.D.  patient,  and  our 
local  chapter  is  making  an  attempt  to  give  any  aid  or  as- 
sistance in  any  manner  to  help  locate  nursing  homes  or  care 
for  these  families.  This  is  difficult  to  obtain  in  our 
area.  If  I may  project  a personal  note  in  this  statement, 

I would  say  that  Dr.  Charles  Still  of  Wm.  S.  Hall  Psychiat- 
ric Institute  in  Columbia  is  a great  leader  in  our  state, 
and  he  has  given  professional  help  and  guidance  to  so  many 
of  our  H.D.  families,  some  on  an  out-patient  clinic  basis 
and  others  through  hospitalization,  or  both.  However,  when 
the  patient  is  transferred  from  Hall  Institute  to  the  other 
areas  of  S.C.  Department  of  Mental  Health  or  to  private 
facilities,  the  nursing  care  and  treatment  changes  somewhat. 
Dr.  Still  and  his  staff  at  Hall  Institute  are  available  for 
treatment  of  H.D.  on  a limited  basis  since  this  is  primarily 
a research  center,  and  the  need  for  more  of  this  type  care, 
or  the  availability  of  this  type  facility  on  a long-term 
basis  for  the  H.D.  patient  is  desired. 

My  other  purpose  has  a personal  touch  also.  Our 
adopted  son  had  H.D.  We  spent  approximately  eight  weeks  at 
Walter  Reed  Medical  Center  on  the  Neurology  Ward  - and  with 
no  diagnosis.  We  were  dismissed  to  "return  to  school." 

Later  we  spent  ten  weeks  on  Neurology  Ward  at  Duke  Univer- 
sity Medical  Center — with  no  diagnosis.  No  mention  was 
made  at  either  hospital  of  the  possibility  of  H.D.  These 
are  two  of  the  greatest  medical  centers  available  to  us  in 
the  South  and  we  "found  no  help,"  as  far  as  H.D.  was  known. 
Our  case  was  diagnosed  by  a doctor  from  Moncrief  Army 
Hospital  at  Fort  Jackson,  S.C.;  however, they  have  no  long- 
term treatment  facility  for  dependents  and  we  were  referred 
to  a private  facility  and  dismissed.  This  care  is  available 
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at  Hall  Institute  on  a 30-day  basis  limit  and  care  and 
treatment  through  out-patient  clinic.  We  feel  that  H.D.  is 
almost  "unknown"  to  so  many  of  the  professionals  in  the 
health  field  in  the  South.  We  need  training  and  educational 
programs  to  make  them  aware  of  the  needs  of  these  H.D. 
families  and  so  these  medical  centers  can  give  the  medical 
attention  necessary. 

Thank  you  for  your  interest  and  support  of  our  program. 
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SI  K 'rASKKK 

MAOON.  OEOKGIA  SEPTEMBER  24,  1976 


After  years  of  seeing  my  family  ravaged  by  H.  D.  , I have  begun  to 
hope.  It  may  be  that  I will  not  see  a cure  or  control  of  the  dread  disease 
but  I am  optimistic  for  future  generations. 

1 recognize  the  importance  of  providing  for  present  patient  needs, 
but  we  should  also  devote  all  possible  energies  toward  research.  Since 
the  aging  process  is  accelerated  by  H.D.  and  since  the  Federal  Govern- 
ment has  shown  an  increased  interest  in  research  in  Geriatrics,  this 
should  be  an  opportune  time  to  emphasize  the  importance  of  basic  research 
in  the  causes  of  H.  D. 
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ANA  LEE  TAYLOR 

DOUBLE  SPRINGS,  ALABAMA  SEPTEMBER  23,  1976 


It  is  understandable  that  the  family  may  detect  H.  D.  symptoms  in 
a patient  before  the  physician.  However,  I am  aware  of  instances  where 
the  family  informed  the  doctor  of  the  family  history  and  called  attention 
to  obvious  symptoms  and  yet  the  doctor  did  not  diagnose  H.D.  In  fact, 
the  treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals  in  the 
health  field  that  are  not  familiar  with  the  symptoms  of  H.  D. 

This  lack  of  knowledge  or  understanding  is  reflected  in: 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients 

3.  Rejection  by  society  as  a whole 
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A.\A  L}:K  TAYLOR 

IJOI  HLIO  SPRINGS,  ALABAMA  SEPTEMBER  23,  1976 


I am  very  much  concerned  about  this  H.  D.  My  grandfather,  two 
of  his  brothers,  my  mother,  one  of  her  sisters  and  six  or  seven  of  her 
brothers  and  sisters  died  in  infancy,  probably  due  to  this  disease.  Two 
brothers,  two  sisters  of  mine  have  died  with  it.  Another  sister  has  had 
it  for  12  or  15  years.  She  has  been  completely  helpless  for  10  years  and 
can't  speak. 

I have  several  nieces,  nephews,  cousins  who  have  this  now.  I can 
furnish  names  and  mental  hospitals  on  most  of  the  above  mentioned. 

1 thank  God  daily  and  every  time  I think  of  it  that  he  has  spared  me 
and  my  children  thus  far. 

Pray  for  us. 
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GEORGE  W.  TAYLOR  SEPTEMBER  24,  1976 

DOUBLE  SPRINGS,  ALABAMA 


After  years  of  seeing  my  family  ravaged  by  Huntington's 
disease,  I have  begun  to  hope.  It  may  be  that  I will  not 
see  a cure  or  control  of  the  dread  disease  but  I am  optimis- 
tic for  future  generations. 

I recognize  the  importance  of  providing  for  present 
patient  needs,  but  we  should  also  devote  all  possible 
energies  toward  research.  Since  the  aging  process  is  ac- 
celerated by  H.D.  and  since  the  Federal  Government  has  shown 
an  increased  interest  in  research  in  Geriatrics,  this  should 
be  an  opportune  time  to  emphasize  the  importance  of  basic 
research  in  the  causes  of  H.D. 

It  is  understandable  that  the  family  may  detect  H.D. 
symptoms  in  a patient  before  the  physician.  However,  I am 
aware  of  instances  where  the  family  informed  the  doctor  of 
the  family  history  and  called  attention  to  obvious  symptoms 
and  yet  the  doctor  did  not  diagnose  H.D.  In  fact,  the 
treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  profes- 
sionals in  the  health  field  that  are  not  familiar  with  the 
symptoms  of  H.D. 

This  lack  of  knowledge  or  understanding  is  reflected  in 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients 

3.  Rejection  by  society  as  a whole 
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LAVONIA  TAYLOR 

DOlJliLL  SPRINGS,  ALABAMA  SEPTEMBER  21,  1976 


It  is  understandable  that  the  family  may  detect  H.  D.  symptoms  in 
a patient  before  the  physician.  However,  I am  aware  of  instances  where 
the  family  informed  the  doctor  cf  the  family  history  and  called  attention 
to  obvious  symptoms  and  yet  the  doctor  did  not  diagnose  H.D.  In  fact, 
the  treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals  in  the 
health  field  that  are  not  familiar  with  the  symptoms  of  H.  D. 

This  lack  of  knowledge  or  understanding  is  reflected  in: 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients 

3.  Rejection  by  society  as  a whole 
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LOUIE  E.  TAYLOR 

DOUBLE  SPRINGS,  ALABAMA  SEPTEMBER  23,  1976 


It  is  understandable  that  the  family  may  detect  H.  D.  symptoms  in 
a patient  before  the  physician.  However,  I am  aware  of  instances  where 
the  family  informed  the  doctor  of  the  family  history  and  called  attention 
to  obvious  symptoms  and  yet  the  doctor  did  not  diagnose  H.D.  In  fact, 
the  treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals  in  the 
health  field  that  are  not  familiar  with  the  symptoms  of  H.  D. 

This  lack  of  knowledge  of  understanding  is  reflected  in: 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.  D.  patients 

3.  Rejection  by  society  as  a whole. 
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SAMI  KL  E.  TAYLOR 

DOCHLE  SPRINGS,  ALABAMA  OCTOBER  12,  1976 


It  is  understandable  that  the  family  may  detect  H.  D.  symptoms  in 
a [)atient  before  the  physician.  However,  I am  aware  of  instances  where 
the  family  informed  the  doctor  of  the  family  history  and  called  attention 
to  obvious  symptoms  and  yet  the  doctor  did  not  diagnose  H.D.  In  fact, 
the  treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  professionals  in  the 
health  field  that  are  not  familiar  with  the  symptoms  of  H.  D. 

This  lack  of  knowledge  or  understanding  is  reflected  in; 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.  D.  patients 

3.  Rejection  by  society  as  a whole 
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SANDRA  K.  TAYLOR 


SEPTEMBER  23,  1976 


It  is  understandable  that  the  family  may  detect  H.D. 
symptoms  in  a patient  before  the  physician.  However,  I am 
aware  of  instances  where  the  family  informed  the  doctor  of 
the  family  history  and  called  attention  to  obvious  symptoms 
and  yet  the  doctor  did  not  diagnose  H.D.  In  fact,  the 
treatment  was  detrimental  to  the  patient. 

This  is  an  indication  that  there  are  yet  many  profes- 
sionals in  the  health  field  that  are  not  familiar  with  the 
symptoms  of  H.D. 

This  lack  of  knowledge  or  understanding  is  reflected 

in : 

1.  Ineffective  treatment 

2.  Refusal  of  nursing  homes  to  accept  H.D.  patients 

3.  Rejection  by  society  as  a whole 
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MARILYN  TODD 

BIRMINGHAM,  ALABAMA  NOVEMBER  26,  1976 


Do  you  know  what  it's  like  to  be  ten  years  old  and  see 
your  mother  fall  down  on  the  street  downtown  and  not  know  why? 

I guess  I really  began  to  notice  Mother  was  different  as  soon 
as  I started  school.  At  first  I just  thought  she  was  real 
nervous.  All  mothers  are  like  that  to  a six-year-old  child. 

But  pretty  soon  the  people  where  my  mother  worked  said  she  was 
just  getting  too  nervous  and  they  were  going  to  have  to  let  her 
go.  Mother  got  very  upset  about  this  and  cried  for  days.  She 
cried  a lot,  it  seemed  to  me.  But  when  I would  catch  her,  she 
would  just  try  and  cover  it  up  and  say  I couldn't  understand  how 
she  just  hurt  sometimes.  But  as  long  as  she  had  me,  she  had  a 
reason  to  go  on.  What  twelve-year-old  girl  understands  why  her 
mother  can't  be  a room  mother?  I knew  Mother  was  pretty  sick  by 
now  and  I heard  my  sisters  discuss  it  among  themselves,  but  I 
still  didn't  quite  understand  that  my  mother  was  dying. 

You  see,  I was  a very  spoiled  child.  Even  though  Mother 
was  as  sick  as  she  was,  she  didn't  let  me  do  without  anything 
except  guidance.  Mother  thought  I could  do  no  wrong,  so  that's 
the  way  I grew  up — thinking  I could  do  no  wrong.  The  sad  thing 
was,  I wanted  to  get  a spanking  just  like  everyone  else.  Doesn't 
that  mean  they  really  care? 

My  father  was  fifty- four  or  so  when  I was  born.  He  lived 
in  some  sort  of  hell  too,  because  of  Mother's  illness.  But  I 
was  too  young  to  know  that's  why  he  went  out  every  night.  I 
blamed  him  for  leaving  us  alone  and  not  loving  Mother,  but  he 
knew  her  before  she  got  Huntington's  and  I guess  he  just  couldn't 
cope . 


When  I was  seventeen  I got  married.  You  see,  my  father 
had  just  died  and  that's  when  Mother  really  took  a turn  for  the 
worse.  She  was  not  able  to  be  at  my  wedding  or  any  of  the  show- 
ers people  had  for  me.  We  put  her  in  a nursing  home  that  she 
hated  and  she  would  cry  and  hold  on  to  me  every  time  I came  to 
visit.  I couldn't  stand  to  go  see  her,  down  to  eighty  pounds 
and  dying  right  before  my  eyes.  I knew  what  all  this  was  about 
by  now  and  it  scared  the  hell  out  of  me.  I saw  myself  thirty 
years  from  now  and  I hated  going  there.  My  sisters,  who  were 
older  and  more  loving  than  myself,  went  all  the  time  and  did 
everything  they  could  to  make  Mother's  life  easier  than  it  was. 
We  didn't  expect  her  to  live  a year  in  the  home,  but  I think 
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that  she  lived  three.  Thank  God,  I can  remember  a few  times 
going  to  see  her  and  taking  her  for  a ride  in  the  car.  She 
loved  that  so  much.  Mother  wasn't  very  selfish  and  it  took 
very  little  to  make  her  happy.  But  after  a while  she  couldn't 
ride  in  the  car.  She  was  lucky  to  even  sit  up.  She  lost  con- 
trol of  everything  controlling  her  body,  and  finally  I think 
she  lost  her  mind. 

She  didn't  seem  to  know  me  anymore.  That's  when  my  visits 
got  fewer  and  fewer.  I was  twenty  years  old  when  my  mother  died. 

I can  never  make  up  to  her  what  I did  not  give  her.  I 
loved  her  very  much;  somehow  she  knew  that,  even  with  my  self- 
ish ways.  She  understood;  I wish  I did.  Please  don't  let  me 
be  like  my  mother. 
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DEANNIE  KNIGHT  TRUESDALE 

HEATH  SPRINGS,  SOUTH  CAROLINA  OCTOBER  11,  1976 


I'm  taking  time  to  write  about  my  and  my  family's  con- 
frontation with  H.D.  for  the  sole  purpose  that  someone  may 
be  touched  by  our  experiences.  I pray  that  someone  will  truly 
recognize  our  problems  and  take  it  as  their  responsibility  to 
do  something  about  it. 

Only  someone  else  who  has  experienced  H.D.  in  their  inti- 
mate family  can  really  know  the  horrifying,  deadly  facts  that 
we  have  come  to  know. 

My  mother  is  a victim  of  H.D.  It  seems  to  me  that  she's 
had  H.D.  longer  than  she  has  not  had  it.  She  was  in  her  early 
30 's  when  the  first  signs  began.  These  were  not  noticeable 
at  first  except,  I guess,  by  my  mother. 

The  signs  got  worse  so  fast.  As  I look  back,  it  seems  as 
though  it  happened  overnight.  Tests  after  tests  and  no  one 
knew  what  was  wrong  for  a long  time.  But  after  we  finally  found 
out  what  was  wrong  and  what  it  meant  for  my  mother  and  us,  we 
were  horrif ied--to  say  the  least.  We  soon  found  out  more  and 
more  of  the  cold,  hard  facts  about  H.D.  Not  only  would  my 
mother  never  recover,  but  she  would  only  get  worse.  She  can 
only  live  for  a short  time  and  then  under  strict  skilled  care, 

24  hours  a day. 

My  mother  cannot  control  her  constant  movement — therefore, 
she  is  "skin  and  bones."  She  cannot  walk  alone.  We  are  barely 
able  to  understand  her  when  she  talks,  which  is  very  seldom 
because  it  is  such  a strain.  She  cannot  eat  by  herself  and 
what  she  does  eat  must  be  ground.  She  could  strangle  to  death 
over  the  slightest  object  or  even  just  in  trying  to  drink 
something . 

I have  two  sisters.  We  know  we  each  have  a 50-50  chance 
of  getting  H.D.  Each  of  us  has  a beautiful  little  girl. 

They,  if  we  should  get  H.D.,  would  then  have  a 50-50  chance 
of  getting  H.D. 

The  years  have  passed,  but  the  pain  in  the  dreading  and 
wondering  we  experience  does  not  lessen.  I am  24  years  old, 
am  married,  have  a three-year-old  daughter;  when  will  "bomb" 
go  off? 
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To  date,  there  is  no  cure  and  hardly  any  relief  in  any 
other  way.  There  are  many  dedicated  doctors,  nurses,  and  others 
in  research  who  strive  to  find  the  answer.  We  thank  God  for 
them. 


My  mother  is  now  at  C.M.  Tucker,  Jr.  Institute  in  Columbia, 
South  Carolina--60  miles  from  where  my  family  and  I live.  We 
have  not  missed  a weekend  going  to  see  her.  My  sisters  and  I 
take  turns  going  with  my  fatner.  We  have  always  taken  our 
children.  My  oldest  sister  has  a five-year-old.  My  middle 
sister  has  a three-year-old,  and  I also  have  a three-year-old. 

We  have  taken  them  with  us  since  they  were  just  a few  months 
old.  They  love  their  grandmother  and  still  can't  wait  to  go  to 
see  her  each  time.  I guess  that's  what  has  helped  her  to  hang 
on  and  not  give  up  completely.  She  has  already  lived  with  H.D. 
longer  than  the  average  H.D.  victim  does.  I love  my  mother 
and  wish  I could  live  my  teenaged  years  over  again — that's  when 
she  began  to  get  sick — just  when  I really  needed  her. 

My  mother  is  with  others,  mostly  older  people  who  have  a 
variety  of  other  illnesses.  She  lies  in  her  bed  hour  after 
hour.  She  does  not  read.  She  has  a small  TV  but  never  watches 
it  anymore.  I know  she  feels  that  except  for  our  family,  no 
one  cares.  Each  time  I leave  her  I tell  myself  if  I get  H.D., 
I'll  pray  for  God  to  take  my  life  if  there  is  no  relief  or  cure 
by  then,  and  I honestly  mean  it.  In  my  own  personal  experience 
with  H.D.,  it  is  like  death — visiting  and  experiencing  the  pain 
of  death  over  and  over  and  not  being  able  to  do  anything  about 
it. 


My  family  and  I desperately  urge  Congress  and  our  President 
to  strive  to  develop  a national  plan  to  aid  H.D.  victims  and 
their  families. 
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stii:phen  ukquhart 

TUSCALOOSA.  ALABAMA  OCTOBER  9,  1976 


As  the  offspring  of  someone  with  H.D.  I would  like  to  urge  the 
continuation  of  H.D.  research  to  determine  its  source,  causes  and 
cure. 


I believe  it  is  imperative  that  an  effective  means  be  found  to 
diagnose  the  disease  at  an  early  age  before  the  symptoms  manifest 
themselves. 

1 would  like  to  urge  the  Commission  to  do  what  it  can  to  find 
an  effective  treatment  of  the  disease  beyond  the  area  of  alleviating  the 
uncontrollable  movements. 

Thank  you. 
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CAROL  VENEKLASE 

TUCKER,  GEORGIA  OCTOBER  18,  1976 


I would  like  to  begin  this  letter  by  letting  you  know  how  much  I 
appreciate  this  opportunity  to  let  my  feelings  and  concerns  be  known. 

My  mother  has  been  afflicted  with  H.  D.  for  approximately  eight 
years.  One  of  the  most  painful  experiences  is  not  so  much  that  she  has 
the  disease  (that  is  now  a fact  of  life)  but  to  watch  the  slow  process  of 
death  this  disease  causes  and  to  know  that  at  this  time  nothing  can  help 
her.  I have  felt  helpless  for  years  wondering  if  any  of  her  mobility  and 
general  physical  losses  could  have  been  controlled  or  prolonged  for  any 
length  of  time.  It  has  been  at  least  three  years  since  I have  been  able  to 
understand  anything  my  mother  has  tried  so  desperately  to  communicate 
to  me.  She  has  been  moved  four  times  to  different  nursing  homes  within 
the  state,  and  although  her  general  physical  needs  have  been  taken  care 
of,  I have  no  way  of  knowing  that  any  special  attention,  care  or  therapy 
has  been  given  to  her  disease;  and  that  is  the  very  reason  she  is  there  at 
all.  My  mother  was  a very  proud  woman  and  not  given  to  letting  others 
do  for  her.  This  disease  robbed  her  of  the  basic  self-help  skills,  at  a 
very  early  time.  I believe  therapy  could  have  prolonged  this  one  tragic 
aspect  of  the  disease.  Because  of  the  time  element  associated  with  H.  D. , 
the  cost  of  medical  care,  be  it  adequate  or  not,  is  a very  real  concern. 

Its  quite  obvious  that  no  average  American  family  could  afford  these  costs. 
Thus,  we  are  at  the  mercy  of  the  government  from  the  onset.  That  the 
knowledge  of  the  disease  and  proper  care  required  are  inadequate  at  this 
time  is  a fact.  These  circumstances  have  caused  a very  special  person  to 
suffer--my  mother. 

I'd  also  feel  much  better  knowing  my  tax  dollars  were  truly  being 
spent  to  serve  my  needs.  Research  can  possibly  affect  my  life  and  those 
of  my  brothers,  sisters,  nieces,  nephews  and  possibly  my  own  children. 

Research  and  special  medical  care  at  a cost  feasible  to  the  average 
American  family  are  my  needs. 

Please  consider  these  people  and  their  value  when  making  your  de- 
cisions. And  please,  do  what  you  can  to  stop  this  black  cloud  of  prolonged 
suffering. 
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M.  G.  VENEKLASE 

DECATUR,  GEORGIA  SEPTEMBER  30,  1976 


These  few  remarks  come  from  a husband  of  a patient  hos- 
pitalized for  the  last  six  years  with  Huntington's  disease  and 
the  father  of  six  grown  children  who,  as  you  know,  are  considered 
risks  of  this  slow  but  sure  killer  disease. 

When  Huntington's  disease  was  first  confirmed  I,  needless 
to  say,  was  shocked  and  not  sure  how  to  approach  our  children. 

Four  already  had  children  of  their  own.  Not  wanting  them  to  go 
through  what  my  wife  and  I had  encountered,  I called  the  family 
together  and  we  discussed  the  situation  head-on.  Knowing  my 
family,  I took  the  chance  on  understanding  enough  about  the  sub- 
ject, thanks  to  Dr.  Arthur  Falek,  to  explain  it  all.  I was  proven 
correct  because  their  attitude  and  questions  were  to  the  point 
and  admirable.  Although  I cannot  surmise  to  know  their  inner 
feelings,  each  seemed  to  understand  and  accept  their  fate  and 
responsibilities  in  great  shape. 

I do,  however,  feel  that  more  overall  counseling  for  entire 
families  is  very  important  and  very  much  needed.  Care  and  therapy 
of  patients  could  also  be  improved  tremendously.  I do  not  feel 
that  the  help  in  nursing  homes  know  enough  about  Huntington's 
disease  to  do  an  adequate  job  with  those  patients  who  are 
afflicted  with  same. 

Most  important,  in  my  judgment,  is  the  need  of  support  for 
more  and  improved  research  and  training  to  lick  this  slow,  but 
sure,  killer  of  humanity. 

Please,  dear  friends,  we,  the  families  of  Huntington's 
disease,  need  all  the  help  we  can  muster  to  control,  and  hope- 
fully in  the  near  future,  to  eradicate  this  disease  from  the 
face  of  the  earth.  Our  feelings  are  that  you  in  your  position 
can  be  a tremendous  help  in  this  respect.  All  we  ask  is  that 
you  do  your  very  best. 

Thank  youl 
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HAROLD  D.  WRIGHT 

VIRGINIA  BEACH,  VIRGINIA  SEPTEMBER  9,  1976 


I am  in  receipt  of  your  Newsletter  dated  July  1976.  I welcome  this 
opportunity  to  bring  to  the  attention  of  the  newly  formed  Congressional 
Committee  "for  the  control  of  Huntington's  Disease"  of  the  problems  that 
have  confronted  me  since  my  wife's  condition  was  diagnosed  as  Huntington's 
Disease  in  1970. 

I am  a retired  Navy  Chief  Warrant  Officer,  retiring  in  March  1960 
after  22  years  of  dedicated  active  service.  Immediately  upon  retirement, 

I was  employed  by  Vitro  Laboratories  Division  of  the  Vitro  Corporation 
of  America  which  has  since  been  acquired  by  Automation  Industries. 

wife's  illness  was  diagnosed  as  Huntington's  Disease  in  1970  by 
two  leading  psychiatrists  in  the  Norfolk,  Virginia,  area.  Her  condition 
gradually  deteriorated  and  in  1972  after  her  second  attempt  at  suicide, 

I was  advised  by  her  doctors  to  hospitalize  her. 

After  checking  with  my  employer  to  assure  that  this  hospitalization 
would  be  covered  under  the  major  medical  benefits  of  my  group  insurance 
company  "Aetna  Insurance  Co.";  and,  in  addition,  I was  eligible  for 
Champus  benefits,  I had  her  admitted  to  Westbrook  Psychiatric  Hospital, 

1500  Westbrook  Avenue,  Richmond,  Virginia. 

From  the  time  her  condition  was  diagnosed  as  Huntington's  Disease, 
both  Aetna  and  Champus  paid  their  share  of  the  charges  until  Aetna  found 
out  that  this  was  a long  term  disability  and  they  defaulted.  By  the 
time  that  I was  firmly  convinced  that  Aetna  would  not  live  up  to  the  terms 
of  their  contract,  I was  indebted  to  Westbrook  by  more  than  $7,000.00. 
Champus  continued  to  pay  75%  of  the  expenses  as  the  primary  insurer. 

Once  again  I was  assured  by  my  Company  that  Aetna  would  again  pay 
their  obligated  share  if  I had  her  transferred  to  a state  hospital.  So, 
therefore,  in  September  1974,  I transferred  her  to  the  Central  State 
Hospital  in  Petersburg,  Virginia.  This  is  when  the  financial  problems 
really  began.  Not  only  did  Aetna  continue  to  not  live  up  to  their  terms 
of  my  group  insurance  policy,  but  Champus  discontinued  their  payments. 

Both  decisions  I am  convinced  are  based  on  lack  of  knowledge  of  Huntington's 
Disease.  I am  now  indebted  to  Central  State  Hospital  in  the  amount  of  over 
$10,000.00  and  increasing  by  the  amount  of  $16.00  a day.  My  indebtness  to 
Westbrook  is  being  payed  off  to  the  best  of  my  ability  and  to  their  satis- 
faction; however,  the  indebtness  to  Central  State  has  me  on  the  verge  of 
bankruptcy. 
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I have  made  several  appeals  to  Champus  to  reconsider  Blue  Cross  and 
Blue  Shields  decision  in  this  matter  and  have  had  very  unsatisfactory 
response.  My  only  recourse  with  Aetna  is  legal  action,  and  I would 
appreciate  information  concerning  legal  counsel  in  this  area  who  are 
sympathetic  with  families  confronted  with  the  problems  of  Huntington's 
Disease  and  would  be  willing  to  tackle  a company  as  large  and  with  as 
much  influence  as  Aetna. 

Along  with  this  correspondence,  I am  forwarding  copies  of  excerpts 
from  my  files  which  I have  maintained  since  1970.  In  my  file  is  more 
documentary  evidence  which  I will  be  most  happy  to  forward  on  request. 

In  my  last  plea  to  Champus  dated  13  July  1976,  I stated  that  if  my 
correspondence  continued  to  be  ignored  I would  not  hesitate  to  bring  it 
to  the  attention  of  my  congressman,  the  Honorable  Bill  Whitehurst  which 
I am  doing  at  this  time. 

By  copy  of  this  letter  I once  again,  request  that  Central  State 
Hospital,  Petersburg,  Virginia,  bill  both  Champus  and  Aetna  and  provide 
me  with  copies  of  their  response. 

I might  add  that  since  my  wife's  admission  to  Central  State,  she  has 
undergong  a mastectomy  (removal  of  the  left  breast)  which  Champus  and 
Aetna  picked  up  portions  of  their  share  of  the  expenses. 

Let  me  take  this  opportunity  to  thank  "CCHD"  once  again  for  the 
wonderful  work  you  are  doing  and  please  feel  free  to  call  on  me  for  any 
assistance  I may  afford. 
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This  is  a history  of  the  H.D.  effects  on  Mrs.  Estell  Isom  of  Athens, 
Ala.  Her  first  attack  was  in  1969,  age  66.  She  became  depressed  and 
threatened  suicide.  She  did  take  an  overdose  of  sleeping  pills  and  almost 
died.  I carried  her  to  several  physicians  not  knowing  the  cause. 

I carried  her  to  the  Orchim  Clinic  in  New  Orleans,  La.  They  diag- 
nosed the  case  as  H.D.  They  stated  that  they  could  not  help  her. 

Next  I carried  her  to  Hillcrest  Hospital  in  Birmingham,  Ala.  They 
gave  her  electric  shocks  for  two  months.  She  returned  several  times, 
in  all  about  75  days  in  1969. 

In  1974  I carried  her  to  the  William  S.  Hall  Psychiatric  Institute 
in  Columbia,  S.  C.  for  two  months,  with  no  results.  She  has  had  a few 
electric  shocks  since.  She  is  at  home.  She  has  to  take  a lot  of  pills  to 
quiet  her  nerves  and  for  sleep. 

She  is  able  to  be  up  all  day,  watches  T.  V. , eats  hearty.  She  has 
to  have  help  in  walking,  her  mind  is  clear,  has  some  trouble  with  her 
speech  at  times. 
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ANONYMOUS 


OCTOBER  1,  1976 


The  following  is  my  testimony. 

My  father  is  the  one  afflicted  with  H.  D.  This  tragic  disease  has 
brought  his  very  active  life  to  a standstill.  Before  being  stricken,  my 
father  was  always  working,  even  on  his  day  off,  he  was  busy  working 
around  the  house.  He  was  never  sick  a day  in  his  life--till  now.  Now 
he  can  do  nothing.  He  has  difficulty  walking  and  his  speech  is  worsen- 
ing. The  things  that  a normal  person  takes  for  granted,  he  has  difficulty 
performing. 

Then  there  are  we,  his  children.  We  are  fighting  the  mental  anguish 
of  where  H.  D.  will  end,  and  the  decision  to  let  it  end  with  our  generation. 
We  cannot  get  married  and  have  children  with  the  constant  thought  that 
our  own  children  will  also  be  afflicted.  It  must  end  somewhere. 


Please  HELP  these  tragic  persons. 

I propose  that  we  have  a moderately  priced  convalescent  center 
devoted  just  to  H.D.  patients.  The  good  nursing  homes  that  now  exist 
are  much  too  expensive  and  the  cheaper  ones  are  uninhabitable.  We  need 
a working  program  to  be  initiated  to  give  these  people  permanent  jobs. 
Our  doctors  must  be  informed  to  help  the  patients  and  their  families. 

Please  HELP  us  from  the  crude  and  heartless  people.  Several 
years  ago  my  father  was  being  treated  by  a very  cold  doctor  who  had 
no  regard  for  his  patient.  The  doctor  told  my  mother  that  she  had  to 
pay  him  ($50.  00  a visit)  before  each  office  visit.  The  doctor  told  her, 
with  my  father  present,  that  his  life  was  over,  and  there  was  no  help 
for  him.  We  need  patient  caring  doctorsl 

Please  sign  me  anonymous. 
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GEORGIA  OCTOBER  21,  1976 


My  mother  died  of  Huntington's  disease  of  a typical  case 
at  the  age  of  56. 

The  tragedy  of  my  mother's  case  is  that  the  first  ten 
years  of  her  treatment  by  a board  neurologist  was  for  a brain 
tumor.  Each  time  she  visited  her  neurologist  her  cranium  was 
x-rayed . 

It  was  after  the  neurologist  took  in  a younger  partner  who 
asked  my  mother  to  walk  for  him.  After  watching  her  walk,  he 
stated  that  she  had  Huntington's  disease. 

Last  fall,  I was  referred  to  Dr.  Hazouri,  the  only  neu- 
rologist in  Columbus,  by  Larry  Brightwell. 

Dr.  Hazouri  performed  the  normal  neurological  examination 
without  being  able  to  detect  the  presence  of  Huntington's. 

Dr.  Hazouri  referred  me  to  Dr.  John  Cole,  who  is  a neu- 
rologist at  Martin  Army  Hospital.  Dr.  Cole  is  a neurologist 
and  was  working  with  a number  of  patients  who  are  military 
dependents  who  live  in  the  immediate  vicinity  of  Ft.  Benning 
and  who  have  Huntington's  disease. 

Dr.  Cole  told  me  that  I had  Huntington's  disease,  but  in  a 
later-appearing  and  milder  form. 

A younger  brother,  Howard,  who  is  in  Arkansas,  has  Hunting- 
ton's disease.  His  disease  is  much  more  extreme  and  severe  than 
my  own  case. 

I am  a member  of  the  University  of  Georgia  system.  In 
order  to  qualify  for  the  retirement  system,  it  is  necessary  that 
the  individual  must  have  taught  a minimum  of  ten  years.  I have 

been  at  for  nine  years.  Because  of  my  inability 

to  handle  a class,  it  was  necessary  for  me  to  go  on  half-time 

employment  at  in  the  fall  of  1976.  The  ten-year 

minimum  will  have  been  satisfied  after  the  1976-1977  school  year. 
I am  a physiologist  by  profession  and  am  very  quickly  losing  my 
memory  or  pool  of  facts  that  a course  like  the  Anatomy  and  Phys- 
iology of  the  Human  Body  would  entail. 
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One  of  the  memory  essentials,  the  parts  and  the  function- 
ing of  the  typical  cell,  that  are  a part  of  the  freshmen  stu- 
dents who  had  had  the  briefest  of  experiences  with  the  biological 
world  is  aware.  I am  very  quickly  losing  these  facts  from  my 
memory . 

Another  of  the  functions  of  a faculty  member  is  to  advise 

students.  At  I advise  approximately  100 

students.  Each  of  these  students  must  have  an  Advisor's 
Approval  Card  completed  before  each  registration. 

One  of  the  problems  that  I have  had  is  that  I forget  the 
students'  names.  This  is  something  that  I readily  could  master 
in  the  past. 

Without  a doubt,  the  best  course  that  I have  taught  at 

is  my  Comparative  Anatomy  course  that  was 

offered  in  the  spring  of  1975.  Because  of  my  loss  of  memory 
it  is  imperative  that  the  current  year  1976-1977  will  be  my 
last . 


A minor  problem  that  I have  is  that  I can't  take  the 
tranquilizer  that  Dr.  Cole  had  prescribed  for  me,  Haldol. 

I have  a very  severe  reaction  when  I take  the  drug. 

Being  on  half-time  employment  at  the  college  means  that 
my  family  is  going  through  financial  difficulties.  These  would 
be  overcome  during  the  year  as  I approach  retirement.  With  my 
college  retirement  policy,  plus  my  personal  policy,  plus  my 
Social  Security,  I should  make  more  than  my  salary  was  at  the 
college.  My  plans  are  to  retire  completely  in  1977. 

One  of  the  problems  that  I had  in  lecturing  to  a class 
was  that  my  lips,  in  forming  words,  seemed  to  lose  their 
dexterity.  They  failed  to  function  as  the  normal  lips  do  in 
pronouncing  a word.  This  loss  came  in  my  40 's  and  I am  44. 

One  of  the  minor  problems  that  I have  is  in  the  swallowing 
of  foods  during  meals,.  With  each  bite  of  food,  I wash  it  down 
with  drink.  Another  minor  problems  is  that  it  is  essential 
that  I be  presentable  at  the  college,  but  it  is  very  difficult 
to  shave.  To  do  a really  presentable  job,  it  is  sometimes 
necessary  to  shave  three  times. 

A minor  problem  that  I have  experienced  is  dialing  the 
telephone.  I have  resorted  to  placing  the  telephone  on  a desk 
and  using  a pencil  to  do  the  actual  dialing.  In  order  to  over- 
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come  a problem  in  writing,  I write  on  every  other  line.  It  is 
becoming  more  and  more  difficult  to  use  a simple  lock  and  key. 

The  time  that  it  takes  to  unlock  my  office  is  steadily  increasing. 

In  my  personal  situation,  the  problem  that  surmounts  all 
others  is  the  financial  one.  Being  able  to  survive,  making 
house  payments,  automobile  payments  and  still  survive  for  the 
year  is  all  important. 


2-674 


Boston,  Massachusetts 

October  i,  1976 


TABLE  OF  CONTENTS 


Chronological  List  of  Witnesses 
Boston,  Massachusetts 
October  1^  1S76 


Page 

GROWDON,  John,  M.D. 

Massachusetts  Institute  of  Technology 

2-687 

DICKINSON,  Lewis 
Warren,  Rhode  Island 

2-689 

DHYBERG,  Lauritz 
Portland,  Maine 

2-694 

PETERSON,  Joan 
Carlisle,  Massachusetts 

2-699 

MENK , Reverend  Sydney 
Newton,  Massachusetts 

2-706 

WALSH,  Robert 

Social  Security  Administration 

2-708 

LA  RUE,  Alfred 

Massachusetts  Rehabilitation  Commission 

2-712 

BUTTERS,  Nelson,  M.D. 

Veterans  Administration  Hospital 

2-716 

GOLD,  Ida 

Stoughton,  Massachusetts 

2-719 

EVERHART,  Sandra 

Genetic  Diseases  Program,  Augusta,  Maine 

2-721 

SNODGRASS,  Robert,  M.D. 

Children's  Hospital  Medical  Center 

2-726 

WILLIAMS,  Michael,  M.D. 
Harvard  University 

2-729 

MARCUS,  Ellen 
Boston,  Massachusetts 

2-733 

BATES,  Madeleine 

Boston  Committee  to  Combat  Huntington's  Disease 

2-736 

2-677 


Page 


MATTHYSSE,  Stephen,  M.D. 

Harvard  University  2-741 

MESSER,  Anne 

Children's  Hospital  2-746 

BRADLEE,  Monica 

Tewksbury,  Massachusetts  2-750 

BLUMER,  Dietrich,  M.D. 

Harvard  University  2-753 

WOLF,  Phillip,  M.D. 

Boston  University  2-754 

BARRON,  Marilyn,  A.C.S.W. 

Boston,  Massachusetts  2-757 

LOCKE,  Simeon,  M.D. 

Boston  State  Hospital  2-762 

ANNAS , George 

Boston  University  2-767 

FERRARA,  John 

Boston,  Massachusetts  2-771 


SAX,  Daniel,  M.D. 

Medical  Counsel  Committee  to  Combat  Huntington's  Disease  2-778 


POWER,  Paul,  Sc.D. 

Boston,  Massachusetts  2-781 

FRANK,  Natalie 

Jamaica  Plains,  Massachusetts  2-785 

MALONEY,  Ronald 

Pawtuckett,  Rhode  Island  2-791 

McBEATH,  Juanita 

New  Hampshire  State  Hospital  2-792 

SUBERI,  Max,  Ph.D. 

New  Hampshire  State  Hospital  2-795 

OSTERBERG,  Donald,  M.D. 

Veterans  Administration  Hospital  2-798 


2-678 


LORDAN,  Alice 
Malden,  Massachusetts 

GRAVES,  Wilma 
Marblehead,  Massachusetts 

DEMETRAS , Costos 
Boston,  Massachusetts 

CANNON,  Mary 

Veterans  Administration  Hospital 

PODOLSKY,  Stephen,  M.D. 

Veterans  Administration  Hospital 


Page 

2-800 

2-802 

2-804 

2-806 

2-808 


2-679 


wi 


;;•* 


IB 


■ ‘.X  •Ws'’ 


|’i;IJ,1^1'  * 


"s">£lP 

• ^ ^ 
v»*»^ 

a '-vifM 

. m .iSi^’  I 


W 


am'S 


.( 


..  i; 


.fg  "I 


'V  ^ 


I -;W 


■ fif' 


rtl  . 'f; 


(f^'' ■ > '’'i'',  . - v'^  ^ , .If  ^'l  *f^- ,iSt'-  fb  .■,• 
S?'  ''^r  '.iS^ii  , ; '■" 


Wk 


■'j  ' 


^v„ 


■'  J 


. 1.  _ L 


i / 


Geographical  Index 


3- 

00 

00 

VO 

P 

r— 

n- 

p 

o 

CN  vO 

CN 

m 

r- 

1 

r* 

00 

r*  1- 

t- 

00 

00 

(N 

1 

1 

VO 

1 

1 

1 

VO 

CN 

<N 

o 

CN  1 

CN  i» 

CN 

1 

p 

(N 

in 

CN 

m 

• 

% 

» 00 

1 00 

VO 

CN 

D 

• 

. r~ 

CN  r- 

. oOO 

• 1 

in 

t 

p 

<r> 

• 

P 

P 1 

P . o 

D 

2 

00 

P 

• 

1 

VO 

• m 

. CN 

••  1 

. D 

• 

1 

o>  b 

P 

CN 

00 

S o 

£ 

• CN  S • 1 

r *> 

CN 

a- 

• 

1 

k VO 

cr 

«> 

a 

£ CN 

• 

VO  00  » 

S 

% 

CN 

C sJ- 

* 1 

• ^ 

*.  p 

O 1 . 

'O 

CT> 

00 

I d;  r- 

CN  x:  I (H 


a;  <§ 


d (N 

* 0) 

4->  ^ 

xz  in  d) 
4->  c 
(0 
u 

in 
in 

C ?N 
•H  *C 
-p  -p 
p -p 
(C  fd 

5:  s 


(0  •* 
C +J 
O P 
D (D 

^ iH 

CP  rt 

p 

a;  •. 
£ p 
P 0) 
(U  £ 
■P  iH 
in  fO 
O (X 


c P 

C/  • 

x:  o 
d in 
0) 

•p  «• 

in  r-\ 
p 
k fO 
>iP 

in  «» 


D 

% • 
• r 

in 

% 

f — I rP 

0)  a; 

•H  »H 

S S 

Q P 

% ^ 

X X 

03  03 

in  in 


4->  k *iH 

p e • 0) 

0)  fH  W 03 

^ o x: 
o u -p  o 

Ph  I— I P «H 
03  03  S 

in  O'* 

CO  k « 

03  X 
P P 
tP  03 

rn  5 
0 03 
C -P 
CO  in 


a 

•H 


E 

rtS 

•H 


•H 

5 


•H 

p 


00  CM  p 
I 

(N  * -P 
>1  P 
•.JC  03 
>i+J 
P 03  O 
03  O P 

s 


w 

c 

x: 

0 


in 

£ 

fc  03  k 

£ .H  k 0) 

CO  iH  4-4  03  C C 
H P 03  O 


03  -H 

5 5 


O X P -p 


- P P c 

C 03  03  O 

o X x:  03  'O 

C O O C i 

C CO  CO  .H  O 

03  -H  -H  fH  P 


•H 

> 

03 

P 


CO 


c c 

O O 
4J  CO 
rH 

C »H 


0) 

c 

•H 

03 

rH 

w 

% 

8 
X 
03  rH 
CP»H 
03  £ 
H 03 


5 CP-XOE«hPXO'H5  Pffi 


o» 

y£> 

I 

CN 

c 

03 

O 

§ 

CO  T3 
P P 
03  03  O 
rH  +J  4h 
CO  03  CO 

•H  p e 


•iH 

u 

0 

iH 

X 

rH 

rH 

fO 

0 

0 

p 

E 

P 

03 

P 

p 

p 

p 

CO 

CO 

X 

» 

m 

p 

« 

O 

O 

U 

in 

GO 

I 

CM 


03 

C 

•rl 

P 

03 

X 

X 

03 

O 


P 
O 03 
rH  4J 
rH  CO 
O 03 
S X 

o 

p 

0 

p 


a- 

0 

CO 

1 

(N 

in 

o 

X 

CO 

o 

u 


in 

m 

00 

I 

CN 


c 

o 

+> 

c 

•iH 

rH 

u 

c 

03 

03 

b 


CO  rH  >1 
03  rH  03 
P 03  ^ 
■P  P CO 
03  03  -H 

E a E 
d 0 
03  U 
P 


S 


0> 

c 


<0 


03 

■P 

CO 

p 

cr 

P 

teC 


p 

r— 

a-  1 

CN 

OV  CN 

r* 

VO 

1 

1 ^ 

CN 

CN  H 

rH 

*.  0) 

CO 

N b 

P 

X CO 

'0 

•rl  «rH 

c 

P CO 

CO 

P rH 

in 

CO  P 

X 

•i 

4-> 

- P 

P 

d>-H 

CO 

P CO 

X 

03  rH 

P »D  X 0 

a) 

c c 

03 

rH 

+3 

P 

0 

P 


X -H 

p in 


u> 

t: 

0) 

M 

3 

JZ 

O 

(0 

<0 

to 

(0 

s 


+3 

c 

o 

E 

rH 

03 

« 


m 

in 


in 

r- 

I 

CN 


VO 

a- 

00 

I 

(N 


p- 

1 

% 

CN  . 

a S 

in 

CN 

CN 

CN 

• 

00 

p* 

00 

VO 

1 • 

00 

CO 

p^ 

% 

• 

CN  . 

1 

1 

1 

• 

in 

VO  p 

CN 

CN 

CN 

P 

• 

•.ho 

• 

o 

^ # T- 

% 

* CN  CO 

£ 

VO 

• 

I CO  p •.p"  fO 

CO 

t-  . CO 

< VO  CN  00  • P^ 

•H 

03  o r' 

1 

ro 

1 C O 1 

03 

E 

1 • 1 

X 

CN  in 

CO 

ov 

o 

r* 

CN 

cn  00 

T* 

CN 

* C" 

»CN  CO  CN 

K 

CO  CN  s:  CN 

U 

CN 

CN 

CN 

m 

m 

ro 

m 

cn 

a 

f < 

C *H  X 

b 

•H 

ov 

CTi 

0>  Ov 

CT>  0^  0^ 

CTv 

Ov 

>iCN 

0 •■rH  P • 

CO 

^ ^ 

p 

0) 

t 

t 

1 

1 

* 

1 

1 

1 

1 

1 

rH 

CO  03  iH  03  C 

E 

• 

*P  c c 

X 

g 

2 

2 

2 

CN 

CN 

CN 

CN  CN 

CN 

CN 

•rl  ^ rH  C •rl  X X 

P 

CO 

03  0 0) 

0) 

p 

P c 

03  CO  X rH  0 

03 

p 

P 03  rH 

•H 

0 

CO  c 

52  -H  , < b 

^ ^ 4H  E rH 

p 

03 

in 

CO 

CO 

CO 

CO 

CO 

CO 

CO 

CO 

CO  S >1 

P • 

£ 

rH  •H  W 

ID 

P 

P 

p 

p 

P 

p 

P 

p 

p 

P 

X 

« Cn  k « 

% 

c in 

% 

0 

0 

0 

0 

0 

0 

0 

0 

0 

0 

CO  • P fO  CO 

c 

% 

p 

% 

E 

E 

E 

E 

E 

E 

E 

E 

E 

E 

c ^ 

P C 03  C P 

>1  0 

• <k  CO 

03 

CO 

^ ^ ^ ^ ^ ^ ^ ^ 0 CO 

03  •H  X CO  CO 

03 

CO 

03  03  P 

E 

CO 

c 

c 

C 

C 

P 

c 

C 

C 

C 

c 

P 03 

X C P <H  P 

in 

c 

P X 0 

P 

c 

0 

0 

0 

0 

0 

o 

0 

o 

0 

0 

P X 

X fp  X Cn  p 

p 

X 

POP 

fH 

p 

c c c 
0 < rec 

ss 

c 

< 

sss 

c 

ss 

CO  CO  P -H  C 0) 

p m p u p w p 

03 

ffi 

0 

b 

cfl  0 CO 
X X £ 

CO 

o 

m 


2-681 


(N 

<N 

cy> 

I 

<N 


o ** 

P fO 
CO 

• «H 

CO  P 

u 

C CO 
O ^ 
CO  O 

6 

P tc 

o M 

h)  « 


w 


0) 

•H 

* N 

Js  c 
ro  (U 
ffi 

O O 
T S 


ft 

(C  >1  k 

c • p:  a; 

dJ  CO  +j  c 

k o ’H 

S M C6 
O fH 
•.p  w 
M 

0 » 

C <H  (— I 
C -H  .H 
O Qj  q; 
U ^ 


E 

U 

o 

2 


T“ 

I 

(N 


^ % 

<C  >1 

o <v 

•H  iH 
C rH 
O 0) 
S ft 


+J 

a; 

o 

ft 


o o c 


0)  «.  ft  s ft 

0)  fC3  0) 

kja  T) 

(DM  H (D(D>^(t3M 

rH  <D  0 (D  (D  > (D 

X5  £ C ^ >iiH  rH  C (D  X: 
S4JO'CM'0730CJ'U 
(0(0+JrHp(C(0iHfOC0 

+j(dx;oximmo-h.h 

in  5 iT'Ci)  (0  « PD  S M ft 


o 

TD 

C 

(0 

iH 

0) 

p 


■p 
C CO 
O CD 
•P  C 
CO  M 
(0  ft! 


M 

(D 

> 

(D 

m 


•H 

> 

(0 

p 


CO 

M 

2: 


CO 

•H  T3  >1 
M rH  iH 
E M CD  rc 
(C5  (C5  *H  CD 
x:  K fti  K 


CM 

cn 


p 

rft 

DQ 

rH 

■p 

4J 

o 

iH 

rH 

CO 

4-1 

CD 

• 

fO 

CD 

CO 

P 

5 

3. 

3 

TD 

Jh 

(T3 

x: 

o 

•H 

ft 


rc5 

CD 

CO 

d)  rH 

.t  P .CD 


O 

■P 

P 

CD 

X3 

O 

ft 


P 

CD 


(T3 

4-1 

•H 

c 

(0 

s 

p 

+J 

fCS 

CD 


m 

(N 

00 


o 

O 

% 

1 

00 

O 

• 

1 

CN 

00 

(Xi 

p 

m 

o 

CN 

ft 

1 

1 

h) 

m 

00 

CN 

o 

(N 

CN 

in 

00 

St 

00 

r* 

CN 

• ft 

ft. 

v£) 

CN 

m 

r- 

O lO 

1 

00 

1 

00 

a- 

ft 

• 

CO  r- 

1 

kOO 

CT> 

0^ 

wO  CN 

ft  • 

in  ft 

CN 

1 

CN 

1 

00 

1 

o 

ft 

CN 

fo  00 

OO 

00 

P ft  o 

1 « 

CN 

00 

CN 

CN 

00 

CN 

• 

C 1 

rH  1 

1 

1 

CD  1 ft 

CN 

00 

1 1 

% 

» 

1 

s 

P CN 

% 

CD  CN 

CN 

CN 

Cpcn  I 

rH 

1 

CN  CN 

• 

t 

» 

CN 

0 

x: 

c 

0 CN 

^ CD 

CN 

P 

• 

u 

T3 

• 

b » 

p 

o p m (13  iH 


w o 

CL  C 

E O 
<0  u 
X 

s 

0> 


, , _ P CD  p *H 

0 ft  M P > 


CD 

> 

0 

p 


o 

c 

CD 

K 


CD 

T3  C 
C *H 
CD  (D 
P rH 
CD  ft 
> 

CD  *. 
ft  >1 
CD 
* rH 
c CO 
CD  C 


•H 

T3 

P 

^0 


CD 

Cn 

P 

O 

CD 

O 


rH  O (D 
C E^  p 
P 
CO 
(D 


r- 

(X> 

00 

1 

ft 

lO 

CN 

CO 

o 

1 

b 

h 

CN 

1 

00  ft 

f 

r* 

00 

CN 

b 

CN  CN 

P 

00 

ft 

m 

o 

m 

00  00 

CN 

b 

• 

00 

00 

b 

k 

in 

CO 

a 

00 

b 

1 1 o 

cn 

a 

ft 

a 

w 

1 

1 

m 

b 

a 

00 

00 

1 

CN 

CN  CN  cn 

00 

m 

cn  b ft 

CN 

CN 

00 

o 

CN 

OO 

CD 

00 

1 

1 

CN 

00 

00 

1 

00 

00 

00  00  b »P 

(0 

o a- 

O 

1 

C 

1 

CN 

CN 

1 

k k 1 

CN 

1 

cn 

1 

1 00  rH 

CD 

1 

a 00  ft 

00 

CN 

'O 

CN 

k 

CN 

. . CN 

CN 

00 

CN 

CN  1 ro 

rH 

t 

• 

CN 

CN  1 00 

1 

>1 

• 

E-^  S 

1 

CN  C 

P 

b 

< 

00  CN  1 

CN 

% 

cn 

t 

CD 

m 

ro 

fcCN 

•»  0 

(D 

« 

1 CN 

4-1 

CD 

P 

C 

• 

b3  ro  CD 

•H 

0) 

C 

. •‘P 

x: 

to 

>1 

CD 

CN  % 

P 

P 

•H 

bi 

ft  rH  CJ  -H 

0 

cn 

c 

b 

CJ 

CD 

x: 

•H 

CD 

(D 

CD 

c 

P 

CD 

CD 

0 -H  X! 

•H 

•H 

C 

p • 

rH 

p 

rH 

••ox: 

E 

XI 

CD 

CD 

u 

E 

p 

c 

P C P 

P 

p 

•H 

C C CO 

P 

0 

CD 

>i*H  4-1 

rH 

P 

p 

X5 

c 

P 

T3 

CD 

ro  0 < P 

0 

> 

x:  ro  p 

CD 

P Cfi 

4-1 

P rH  P 

•H 

CD 

CD 

0 

CD 

CD 

rH 

CD 

ft  S 

CD  P 

CD 

•H 

0 p 2: 

p 

x: 

0 c 

CD 

CO  rt:  ft 

3 

tn 

> 

ft 

Z 

O 

•H 

b 

k 

ft 

ft 

o 

b 

CD 

u 

P .H 

Z. 

S 

CD 

z 

* * c 

•H 

E 

CD 

k 

ft 

% 

% 

ft  ft  ro 

c 

c 

* c c 

0 E 

^ rH 

k 

^ C p T3 

CO 

P 

fti 

>1 

P 

« CD 

p 

c c x: 

0 

ro 

CD 

>1  0 0 

ft  CD 

c 

CD  ft  AC 

C CO  *H  (D 

CD 

P 

4H 

CD 

P >>i  p rH 

CD 

•H  *H  ro 

CO 

E x: 

E 

CD  CO  CO 

x: 

4-1  P 

•H 

(0 

c 

CD  TJ  CD  CD 

> 

CO 

0 

C 

0 P 

P rH 

C 

C C iH 

CD 

CD 

CD 

0 

rH  C C 

4-1 

C ft  > X 

P CD 

CD 

fp  p ^ x: 

(D 

E 

CO 

C 

U 

E 

P 

ftp  p 

0 «H 

P 

P P rH 

P 

rH 

C 

b3 

CD  x:  ,c 

P 

0 C 

CD  (D 

0 U 

P 

C 

0 0 0 CD 

P 

(D 

CD 

c 

CL' 

Sn-H 

(D 

CD 

C 

P Xi 

P > 

P 

p P ro 

•H 

0 

9^ 

•H 

CD  0 0 

0 

T -H 

P 4H 

S -H 

ft 

CD 

« P S rH 

o x: 

b 

0 s 

u 

fti  x: 

ft 

•H 

p 3 

CD  P 

m 

ft  ft  CJ 

u 

o 

P 

p 

ft  b b 

E 

E 

•H 

(D 

T3 

XJ 

TD 

P' 

C 

C 

(V 

CD 

rH 

(D 

iH 

E 

rH 

M 

CD 

3 

•H 

ro 

p 

E 

(D 

P 

(D 

(D 

CD 

CO 

CD 

CD 

P 

CD 

CD 

x: 

0 

ft 

ft 

a: 

b 

T 

T 

Z 

Z 

o 

ft 

ft 

cn 

cn 

2-682 


cr> 

r-  O 

00 

C7^  O' 

V£) 

00 
1 1 

1 

(N 

CN  CN 

« 

*> 

(/) 

*0  »o 

•H 

rH  rH 

It  ft 

0) 

C C 
0 0 

p:,  (X 

c 

h % 

0 

>>  > 

w 

dJ  0) 

c 

■P  c c 

•H 

(U  0 0 

>:  rH  iH 

0 

U ft  ft  c 

•H 

p r r 0) 

-p  p 

5 p 

D 

ft  ft 

Pr 

in 

cr> 

I 

CN 


Pm 


X 


•H 

O <D 
O ^ 
5 P 
s:  w 
-p 
p 

o 

2 


fO 

c 

<0 

rH 

P 

(U 

£ 

P 

U 


vn 

m 

00 

I 

CN 

in 

0 *• 
cr.  fO 

1 -P 

(N  p 

0^ 

•.  £ 

•73  rH 

0)  C 

tH 

•H  i 

<P  rH 
rH  £ 

0 tr^ 
T3  C P 
•H  rH  O 
P;  O U 
U 
C 
•H 


2-683 


PROCEEDINGS 


M.  WEXLER:  Ladies  and  gentlemen.  The  hearing  of  the  Com- 

mission for  the  Control  of  Huntington's  Disease  is  now  convening 
and  my  name  is  Milton  Wexler.  I'm  the  Vice  Chairman  of  the 
Commission  and  I'll  be  chairing  today's  hearing.  To  place  me, 

I am  also  President  of  the  Hereditary  Disease  Foundation  which 
is  primarily  interested  in  doing  research  in  Huntington's  disease. 

I would  like  to  introduce  on  my  right  the  Chairman  of  the  Commis- 
sion, Mrs.  Marjorie  Guthrie.  I am  sure  that  most  of  you  know 
Marjorie.  Marjorie  is  the  head  of  the  Committee  to  Combat  Hunt- 
ington's Disease  which  is  a national  organization  with  chapters 
in  most  of  the  states  of  this  country  and  has  been  probably  the 
most  instrumental  person  in  the  country,  if  not  the  world,  in 
advancing  research  in  Huntington's  disease  and  in  having  this 
Commission  established  by  vote  of  Congress. 

On  my  most  immediate  left  there  is  the  newest  and  ninth 
member  of  our  Commission,  appointed  just  a few  days  ago  by  the 
Secretary  of  Health,  Education  and  Welfare,  Mrs.  Jennifer  Simon. 

I think  most  of  you  know  her  by  her  full  name,  Jennifer  Jones 
Simon,  and  I must  say  that  for  a number  of  years  Mrs.  Simon  has 
been  interested  in  problems  of  health  care.  In  fact  just  as  a 
kind  of  very,  very  minor  aspect  of  that  I must  say  that  she  has 
received  a medal  and  citation  for  her  work  on  the  front  during 
the  Korean  war.  She's  embarrassed  by  all  this.  As  a matter  of 
fact,  I've  known  Jennifer  for  a long  time,  one  of  my  earliest 
associations  with  Jennifer  was  to  discover  that  in  the  midst  of  a 
huge  career,  she  had  taken  a lot  of  time  off  to  do  a lot  of  hospi- 
tal work  in  helping  patients  in  veteran's  hospitals.  In  the  past 
years  she  and  her  husband,  Norton  Simon,  have  been  exceedingly  in- 
strumental in  assisting  the  cause  of  Huntington's  disease  and  its 
research  and  the  support  of  the  Hereditary  Disease  Foundation  and 
in  organizing  a program  which  is  now  in  process  of  development  at 
the  California  Institute  of  Technology  in  association  with  the  Jet 
Propulsion  Laboratory  basically  in  the  investigation  of  hereditary 
disease.  So  her  coming  to  the  Commission  is  a very  natural  event 
and  a very  welcome  one. 

Then  most  immediately  to  the  left  of  Jennifer  is  another  per- 
son who  has  been  long  associated  with  this  problem  and  research  on 
this  problem  and  the  development  of  interest  and  research  and  in- 
vestigations who  happens,  incidentally,  to  be  my  daughter.  Dr. 

Nancy  Wexler,  and  she  is  a person  who  crosses  over  into  all  the  orga- 
nizations associated  with  hereditary  disease  since  she  is  part  of 
the  Committee  to  Combat  Huntington's  Disease  in  connection  with  its 
scientific  liaison  work  and  is  a member  of  our  scientific  board  of 
the  Hereditary  Disease  Foundation  and  now  wears  the  proud  title  of 
Executive  Director  of  the  Huntington's  Disease  Commission. 
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And  then  over  to  the  far  right  is  Dr.  Charles  McKay,  Deputy 
Director  of  the  Coinmission, who  has  done  yeoman  work  in  the  orga- 
nization of  these  meetings  and  in  getting  the  Commission  moving. 

Now,  as  you  probably  all  know,  this  Commission  was  authorized 
by  Congress  and  then  approved  in  a bill  signed  by  the  President 
and  it  was  developed  in  order  to  see  what  can  be  done  to  discover 
the  causes  and,  perhaps,  the  cure  of  Huntington's  disease  and 
certainly  its  control  and  the  organization  that  works  with  the 
Commission  operates  under  the  National  Institutes  of  Health  and, 
more  specifically,  under  NINCDS  — the  National  Institute  of 
Communicative  Diseases  and  Stroke,  which  is  the  Neurological  Sec- 
tion of  NIH. 

Because  of  the  number  of  people  who  have  requested  opportuni- 
ties to  testify  and  because  of  the  limitation  of  time,  we  have  to 
be  reasonably  strict  about  presentations.  We're  going  to  try  to 
hold  each  of  the  presentations  to  five  minutes  and  have  five  minutes 
questioning  so  the  Commissioners  who  have  any  questions  will  be 
able  to  ask  those  questions  and  we  will  go  until  12:00  noon  today, 
this  morning,  take  an  hour  lunch  break  and  then  we'll  reconvene 
at  1:00  and  continue  the  testimony  for  the  rest  of  the  day.  We 
have  to  be  rather  watchful  about  time  and  I've  asked  Nancy  — I 
haven't  really  asked  her,  I just  put  a stop  watch  in  front  of  her 
and  a couple  cards  and  I said  would  you  please  indicate  when  the 
person  making  the  presentation  has  got  one  minute  left  of  the  five 
minutes  and  then  another  card  which  says  would  you  please  summarize 
— so  when  you  see  those  cards  flashed  would  you  please  try  to  keep 
within  those  time  limits  so  that  we  get  everybody  in.  There  are  a 
number  of  people  who  have  very  urgent  schedules.  We'll  try  to 
accommodate  them  because  they  must  get  in  and  out.  I would  like  to 
point  out  most  particularly  that  the  Commission  which  has  to  report 
then  to  the  President  and  to  Congress  would,  in  addition  to  your 
general  remarks,  like  very  much  to  have  statements  from  you  about 
what  needs  to  be  done.  We  not  only  want  to  find  out  what  exists 
and  what  experiences  people  have  had  and  what  observations  in  gener- 
al are  to  be  made  concerning  existing  conditions,  but  we  need  par- 
ticularly to  know  what  recommendations  can  be  made,  both  to  improve 
the  quality  of  life  of  those  who  are  affected  by  H.D.  and  also  those 
ideas  that  we  think  should  be  pursued  in  order  to  develop  solutions 
to  the  problems  of  H.D.  So  to  proceed  as  efficiently  as  possible, 

I am  going  to  ask  people  to  come  to  the  fore  of  the  room  and  ask 
you  to  talk  into  the  microphone  so  that  we  can  have  a recording . 

All  the  statements  are  being  recorded  and  transcribed  for  presen- 
tation, ultimately,  to  Congress  and  the  President,  and  to  speak  as 
clearly  as  possible  and  to  limit  your  time  to  five  minutes  and  then 
we'll  ask  questions.  So  let's  begin  with  our  list  and  would  Dr. 

John  Growdon,  a neurologist  at  Massachusetts  Institute  of  Technology 
please  come  forward? 
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TES"-.IMONY  OF 
JOHN  H.  GROWDON,  M.D. 

NEUROLOGIST 

MASSACHUSETTS  INSTITUTE  OF  TECHNOLOGY 

GROWDON:  Thank  you  very  much  Dr.  Wexler  and  Mrs.  Guthrie 

and  Mrs.  Simons.  I presume  other  people  are  going  to  talk  about 
the  psychosocial  and  medical  needs  of  patients  with  Huntington's 
disease  and  those  requirements  that  their  families  have.  I would 
like  to  speak  specifically  to  questions  of  research  that  I have 
had  primary  involvement  with. 

I have  for  the  last  two  years  been  the  recipient  of  the 
John  R.  Whittier  Fellowship  from  CCHD  and  have  had  the  opportu- 
nity to  work  both  in  the  laboratory  on  Huntington's  disease  and 
in  clinical  research  trying  to  assist  these  patients  and  their 
families . 

A great  deal  is  known  about  the  genetics,  clinical  manifes- 
tations, and  anatomic  pathology  of  Huntington's  disease  (HD),  but 
knowledge  concerning  neurotransmitter  abnormalities  is  still  under- 
developed. A neurotransmitter  is  the  chemical  released  from  one 
neuron  (or  group  of  neurons)  that  alters  the  activity  of  a second 
target  neuron  (or  group) . There  are  many  such  transmitters,  but 
they  all  share  the  common  role  whereby  one  neuron  communicates 
with  another.  It  is  known  now  that  the  enzymes  for  synthesizing  two 
neurotransmitters  (gamma  amino  butyric  acid  and  acetylcholine)  are 
selectively  depleted  in  the  corpora  striata  of  patients  with  HD 
(the  site  of  major  brain  atrophy  in  HD) , whereas  the  levels  of 
other  transmitters,  eg.  dopamine,  which  is  decreased  in  Parkinson's 
disease,  are  normal.  These  observations  open  new  avenues  for 
developing  rational  and  effective  modes  of  therapy  for  HD  that 
may  eventually  rival  the  success  of  L-dopa  in  treating  patients 
with  Parkinson's  disease.  (Neurons  that  produce  the  neuro- 
transmitter dopamine  are  lost  in  Parkinson's,  and  consequently 
levels  of  dopamine  are  reduced;  giving  the  precursor  of  dopamine, 
L-dopa,  corrects  this  deficiency  and  often  completely  suppresses 
the  signs  and  symptoms  of  Parkinson's  disease. 

I would  like  to  make  two  specific  recommendations  for  neuro- 
transmitter research  in  order  to  fulfill  the  promise  for  more 
effective  treatment  in  HD. 

1)  . Increase  financial  support  for  basic  research.  Medical 
scientists  now  have  a testable  theory  about  HD,  but  it  will  be 
necessary  to  gain  a deeper  understanding  of  neurotransmitters. 

A comprehensive  program  would  include  anatomic  and  histochemical 
studies  on  the  distribution  of  the  various  neurotransmitters  with- 
in the  central  nervous  system;  biochemical,  physiological,  and 
behavioral  studied  on  the  ways  in  which  neurotransmitters  inter- 
act with  one  another;  and  experiments  designed  to  evaluate  the 
ways  in  which  different  therapies  (eg.  drugs,  diets,  environment) 
can  influence  neurotransmitter  levels  and  their  post-synaptic 
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effects.  These  efforts  are  currently  underway  in  numerous 
research  centers,  but  require  increased  levels  of  financial  sup- 
port. Additional  money  Allocated  for  this  kind  of  HD  research 
would  have  impact  in  other  areas  as  well.  Since  neurotransmitters 
are  the  "message  units"  for  all  brain  cell  communication  and  infor- 
mation from  nerves  to  muscles,  the  results  of  these  studies  would 
lead  to  a fuller  understanding  of  normal  brain  function  as  it 
dictates  human  behavior,  e.g.,  eating,  sleeping,  thinking,  loco- 
motion. These  investigations  might  also  provide  new  ways  to 
treat  a wide  spectrum  of  neurologic  and  psychiatric  brain  diseases 
too  numerous  to  list,  but  including  stroke  and  schizophrenia. 

2) . Increase  financial  support  for  clinical  research.  As 
new  basic  science  facts  accrue  they  must  be  tested  in  patients 
with  HD  to  determine  therapeutic  utility.  This  is  so  because 
there  are  no  animal  models  to  use  first  to  predict  a response 
to  treatment.  Most  patients  with  HD  (and  their  families)  under- 
stand this  and  readily  participate  in  a wide  range  of  psychologic 
and  neurologic  testing  procedures.  Many  tests,  such  as  collection 
of  body  fluids  (blood,  urine,  cerebrospinal  fluid)  for  biochemical 
analysis  and  drug  trials,  require  hospitalization.  Here  too 
financial  considerations  are  important  constraints,  and  too  often 
impede  the  rapid  and  thorough  accumulation  of  relevant  knowledge 
that  can  only  be  obtained  by  clinical  research,  directly  working 
with  patients. 

I have  recently  had  the  opportunity  to  treat  10  patients 
with  HD  at  the  M.I.T.  Clinical  Research  Center,  a federally 
funded  12  bed  research  unit.  The  patients  were  hospitalized 
for  1-2  weeks  and  took  treatments  to  increase  brain  levels  of 
acetylcholine,  one  of  the  deficient  neurotransmitters.  They 
received  the  acetylcholine  precursor,  choline,  since  previous 
research  in  our  laboratory  had  indicated  that  choline  admini- 
stration to  rats  increased  brain  levels  of  acetylcholine.  The 
therapeutic  efficacy  of  this  new  basic  science  fact  could  not 
be  predicted  until  clinical  trials  had  been  initiated.  The 
cost  of  such  research  is  beyond  the  means  of  most  individual 
patients,  and  it  is  unreasonable  for  Blue  Cross,  Medicare,  or 
other  third  party  insurers  to  pay  for  this  research  as  their 
budgets  are  overly  strained  with  payment  for  simply  acute 
medical  care.  I believe  that  it  is  appropriate  for  society, 
acting  through  the  federal  government  and  perhaps  private 
sources  (e.g.,  industry,  foundations)  to  underwrite  the  cost 
of  this  necessary  and  important  type  of  research. 
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M.  WEXLER:  Thank  you.  Dr.  Growdon.  Does  anybody  here  on  the 

panel  want  to  ask  Dr.  Growdon  a question? 

GUTHRIE:  I just  would  like  to  ask  Dr.  Growdon:  do  you  have 

difficulty,  or  do  you  need,  or  can  you  suggest  how  you  might  also 
have,  if  you  need,  brain  tissue?  Is  that  available  to  you?  Or 
are  you  not  interested  in  that? 

GROWDON:  Our  laboratory  is  not  currently  geared  up  to  mea- 

sure brain  levels  in  post  mortem  samples.  As  you  know,  there  is 
a bit  of  a problem;  the  enzymes  responsible  for  the  manufacture 
and  also  degradation  of  many  of  these  neurotransmitter  levels 
decay  quite  rapidly  once  death  occurs.  There  have  been  studies 
made  in  which  the  length  of  time  from  death  to  obtaining  the 
tissue  is  correlated  with  what  percent  of  brain  level  there  would 
be.  We've  not  moved  into  this  area  yet.  I personally  am  more 
interested  in  treating  the  patients  with  either  diets,  drugs,  etc., 
and  measuring  the  response  there  as  gauged  by  spinal  fluid  levels, 
perhaps,  or  devising  new  techniques  for  measuring  things  in  body 
fluids,  rather  than  going  to  the  post  mortem  tissue.  There  are 
several  very  good  places  in  the  country  that  do  that. 

GUTHRIE:  Well  then  my  next  question  is,  of  course,  do  you 

have  the  cooperation  and  help  of  sufficient  HD  patients  to  help 
you  in  your  work? 

GROWDON:  I've  been  uniformly  impressed  by  the  patients  and 

families  of  Huntington's  disease.  I have  nothing  but  the  highest 
admiration  and  I've  received  full  cooperation  from  the  Boston 
chapter  and  have,  in  fact,  had  to  turn  away  many  patients  who 
wanted  to  participate  in  the  study  simply  because  we  had  limited 
resources . 

M.  WEXLER:  I noticed  that  you  mentioned  specifically  schizo- 

phrenia and  stroke  in  terms  of  this  basic  research  with  acetylcho- 
line. Would  that  extend  beyond  that  to  problems  like  epilepsy? 

GROWDON:  I believe  so.  Very  little  is  known  now  about  the 

neurochemistry  and  neurotransmitters  involved  in  epilepsy.  Acetyl- 
choline is  very  high  in  cortical  brain  tissue  and  this,  we  feel, 
is  where  the  ultimate  stimulus  for  seizures  occurs;  whether  it  comes 
from  brain  stem,  it  has  to  pass  through  the  cortex  and  so  this 
would  be  a valuable  approach.  The  other  thing  that  has  been  tried 
in  one  study  was  the  use  of  a GABA  inhibitor.  I've  forgotten  the 
name  of  the  drug  now.  Epochine  is  its  brand  name  and  Tom  Chase 
gave  it  to  some  patients  with  Huntington's  disease  and  it  was 
designed  to  block  GABA  transaminase  and  thereby  raise  levels  of 
GABA.  It  was  originally  developed  as  an  anticonvulsant.  It  does 
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apparently  in  animals  increase  GABA  levels.  I believe  he  found 
it  was  not  particularly  helpful  for  patients  with  HD. 

M.  WEXLER:  I notice  that  you  are  able  to  conduct  your  research 

effectively  because  it  combined  not  only  a study  of  the  neuro- 
transmitters, but  it  involved  also  the  use  of  a small  hospital 
where  you  have  hospitalized  patients  for  periods  of  time.  Was 
that  an  essential  aspect  of  your  research  — that  you  could  con- 
trol the  patients  over  a period  of  time. 

GROWDON:  Absolutely.  I tried  to  make  that  clear  in  my 

second  recommendation  — that  this  sort  of  research  cannot  be 
carried  on  in  the  general  hospital.  Not  only  do  you  have  to  have 
the  capability  of  having  patients,  in  effect,  put  themselves  in 
your  hands  and  say,  okay  you're  interested  in  my  problem  and  I'm 
interested  in  getting  better.  Let's  work  on  it  together.  And  I 
think  that's  the  bond  of  trust  that  the  investigative  physician 
establishes  with  his  patients  and,  secondly,  you  have  to  have 
someplace  to  do  it  and  at  the  CRC  we  were  fortunate  in  that 
patients  paid  nothing,  M.I.T.  paid  nothing.  I received  nothing 
for  my  services,  but  that's  my  business.  The  research  is  my 
business . 

GUTHRIE:  I'm  curious  to  follow  up.  In  your  need  to  edu- 

cate the  HD  families,  do  you  think  that  they  do  understand  the 
difference  and  the  need  for  basic  and  clinical  research. 

GROWDON:  I can  only  tell  you  my  experience.  I spoke  at  the 

HD  Chapter  meeting  last  November  and  went  through  what  I perceive 
in  retrospect  is  a fairly  sophisticated  study  approach  to  neuro- 
anatomy, neurophysiology,  and  neurochemistry  and  said  at  the  end 
of  the  talk  — by  the  way  I'm  interested  in  doing  some  clinical 
research  based  on  these  new  basic  science  facts  and  if  anyone's 
interested  I'd  be  happy  if  you  would  drop  me  a postcard  and  with- 
in a week  or  so  I had  about  15  postcards.  So  I think  at  least 
around  here  patients  are  very  responsive  to  the  need  for  investi- 
gative studies.  As  I say,  they're  used  to  it.  I think  that  the 
President  of  the  Chapter  at  that  time  was  Lynn  Bates.  She  was 
very  supportive  in  this  and  the  Secretary,  Mrs.  Natalie  Frank, 
was  extremely  helpful.  So  I've  received  nothing  but  cooperation 
from  the  patients,  from  their  families,  and  I've  been  in  the  for- 
tunate position  of  being  able  to  do  what  I wanted  because  of  the 
special  M.I.T.  facilities. 
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I don't  think  this  is  generally  available  across  the  country  and 
if  we're  to  continue  this  sort  of  research,  which  I think  is 
essential,  generate  basic  new  science  facts  and  then  as  quickly 
as  possible  apply  them  to  the  clinical  problems  of  HD.  If  we're 
to  do  that,  I think  we're  going  to  have  to  have  these  kinds  of 
facilities.  I don't  think  the  bottleneck  is  with  the  patients. 

I don't  think  it's  with  the  physicians.  I think  it's  with  re- 
sources . 

N.  WEXLER:  One  brief  question.  Dr.  Growdon.  If  your  CRC 

unit  could  have  accommodated  more  patients,  could  your  study 
have  accommodated  more  patients? 

GROWDON:  Probably  not.  I was  running  flat  out. 

N.  WEXLER:  Thank  you. 

M.  WEXLER:  Thanks  very  much.  Dr.  Growdon.  We  appreciate  your 

coming  here  today.  Would  Lewis  Dickinson,  Lauritz  Dhyberg  and 
Joan  Peterson  please  come  forward?  I'm  calling  people  up  in 
groups  so  that  each  one  can  speak  in  turn  and  we  save  time  by 
having  them  here  in  groups  and  just  pass  the  microphone  back 
and  forth.  We'll  hear  first  from  Lewis  Dickinson.  Would  you 
please  just  give  your  name  and  your  affiliation  so  that  we're 
clear  as  to  from  what  background  you're  speaking.  Mr.  Dickinson. 


TESTIMONY  OF 
LEWIS  DICKINSON 
WARREN,  RHODE  ISLAND 

DICKINSON:  I believe  I have  contacted  Dr.  Wexler  and  Marjorie 

Guthrie  and  I think  you  have  a copy  of  the  paper  that  I was  going 
to  present.  I sent  two  copies  up  here.  If  you  don't,  they  will 
be  given  to  you.  I have  a short  preamble  I would  like  to  read  and 
then  I will  read  the  paper.  I don't  think  it  will  take  too  long. 

In  1962  a symposium  was  held  in  Columbus,  Ohio,  celebrating 
the  classical  description  of  hereditary  chorea  by  Dr.  George  Hun- 
tington. A book  was  published  containing  a reference  manual  of 
publications  of  the  last  100  years,  papers  on  the  current  develop- 
ments and  potential  research  strategies  for  the  coming  years.  As 
a layman  I have  read  this.  The  main  thing  I got  out  of  it  was  the 
great  amount  of  work  by  dedicated  physicians.  As  a result  of  this 
a medical  dictionary  was  promised,  I think,  which  could  be  used  by 
laymen  such  as  myself  for  the  better  understanding  of  works  of  this 
nature.  This  would  be  helpful,  but  as  far  as  I know  this  has  not 
been  published.  At  the  time  of  the  symposium,  hope  was  expressed 
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that  within  five  or  ten  years  a technique  might  be  developed  which 
would  retard  and  cure  this  disease.  At  the  present  time  and  ac- 
cording to  advice  received  by  me,  no  significant  progress  has 
been  made.  At  this  time  we  wish  to  state  that  all  of  us  affected, 
in  one  way  or  another  by  Huntington's  disease,  are  everlastingly 
grateful  to  the  enthusiasm,  hard  work  and  brilliant  organizational 
work  of  Marjorie  Guthrie  in  advancing  interest  and  work  in  HD.  By 
the  same  token  we  must  also  speak  with  pride  on  the  wonderful  work 
done  by  the  multitude  of  physicians  and  neurologists  on  this  subject. 

This  book,  entitled  Advances  in  Neurology,  Volume  I,  Hunting- 
ton's Chorea,  1372-1972,  I have  with  me  if  anybody  is  interested 
in  glancing  at  it.  Within  recent  years  there  have  been  other  pub- 
lications throwing  some  light  on  this  subject.  Two  that  I have  in 
mind  are  Curiosities  of  Animal  Life  by  Maurice  Burton,  Doctor  of 
Science  published  in  1952;  and  the  September  1976  issue  of  the 
National  Geographic  magazine.  The  latter  admirably  presents  some 
things  which  might  have  to  be  worked  on  (cells,  DNA,  genes)  to 
provide  retardation  and  cure.  I also  have  these  publications  with 
me . 


Apparently  the  more  we  know,  the  more  we  don't  know.  Why  not 
spend  billions  to  create  normal  human  beings  rather  than,  or  at 
least  along  with,  the  billions  to  destroy  human  beings?  Why  not 
be  creative  at  least  as  much  as  being  destructive?  What  we  want 
to  do  is  spend  as  much  on  medical  research  as  we  spend  on  national 
defense  and  get  both  under  control. 

This  is  the  paper  that  I had  typed  out. 

Approximately  35  years  ago  I took  my  wife  to  Dr.  Gormly,  Chief 
of  Staff  of  Rhode  Island  Hospital.  He  diagnosed  my  wife's  illness 
as  Huntington's  chorea.  She  deteriorated  quite  rapidly  and  finally 
passed  away  at  the  State  Institution  in  1948 — the  result  of  a fall. 

At  the  time  Dr.  Gormly  told  me  there  was  no  cure.  She  showed 
symptoms  after  the  birth  of  non-identical  twins,  the  third  and 
fourth  children. 

My  children  were  advised  of  the  50%  chance  of  coming  down  with 
this  disease — also  the  same  chance  for  any  of  their  children.  On 
their  own  volition  they  were  all  operated  on  in  their  late  teens 
so  they  could  have  no  children — they  are  all  married. 

My  oldest  son  and  one  of  the  twins  developed  this  disease 
approximately  ten  years  ago.  The  twin  is  in  a hospital  in  Spring- 
field,  Mass.,  now  confined  to  a wheelchair,  put  there  by  her  former 
husband.  He  still  goes  to  see  her.  Her  two  young  adopted  children 
see  her  about  once  every  two  weeks  when  her  twin  brother  takes  her 
to  his  home  for  a day. 
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My  oldest  son,  now  45,  was  first  put  in  the  VA  hospital  in 
Jamaica  Plain  and  then  transferred  to  Rhode  Island  Veterans'  Home 
at  my  suggestion  for  two  reasons — he  disliked  the  confinement  at 
the  VA  hospital--and  second  so  that  I could  see  him  about  every 
other  day  (I  am  74,  a widower  and  retired) . Until  1975  I could 
bring  him  home  for  a day  or  two,  two  or  three  times  a week.  Now 
he  is  confined  to  a wheelchair  when  up,  is  at  times  quite  jumpy 
and  has  to  have  a padded  chair  and  bed. 

His  wife  and  adopted  children  no  longer  visit  him  as  it  was 
causing  them  too  much  mental  distress. 

During  the  years  I have  contacted  many  physicians  in  an  effort 
to  get  help.  When  Robert  was  able  to  get  out,  I took  him  bi-yearly 
to  Dr.  John  Strom  of  150  Lloyd  Ave . , in  Providence,  RI , a very 
prominent  neurologist.  When  Robert  was  at  Jamaica  they  gave  him 
Haldol  and  Valium.  Dr.  Strom  occasionally  increased  the  dosages 
and  also  prescribed  a Vitamin  C added  vitamin.  As  I understand 
the  Haldol  blocks  dopamine  in  his  brain  and  also  acts  with  Valium 
as  a sedative. 

During  the  period  when  I could  no  longer  go  to  Dr.  Strom,  I 
have  tried  to  get  a neurologist  (including  Dr.  Strom)  to  come  to 
see  him  a couple  of  times  a year,  but  no  neurologist  will  make 
this  visit  even  though  I have  referred  this  to  the  Rhode  Island 
Medical  Society. 

During  the  last  several  years  I have  been  a member  of  the  Mass. 
Chapter  of  CCHD  and  have  attended  meetings  in  Boston  relative  to 
possible  means  of  retardation  and  cure  (GABA  and  choline) . Need- 
less to  say,  there  has  been  no  real  progress  in  the  use  of  these 
materials . 

In  1972,  I attended  the  National  Convention  of  CCHD  in  Colum- 
bus, Ohio,  along  with  Sidney  Menk,  then  President  of  CCHD.  It  was 
at  this  time  that  the  100th  anniversary  of  HD  was  being  celebrated 
by  a convention  of  distinguished  medical  men  from  all  over  the 
world.  I must  say  that  while  the  whole  theme  word  of  these  spec- 
ialists was  Hope  in  the  next  five  years,  none  of  these  hopes  have 
been  realized.  One  thing  I clearly  remember  at  one  of  the  closing 
sessions  of  CCHD  was  the  universal  emphasis  on  we  want  cures,  not 
just  social  platitudes. 

Over  the  past  five  or  six  years,  I have  gone  to  consult  with 
Dr.  Griffith  at  the  Enders  Laboratory  at  the  Children's  Hospital 
in  Boston,  Drs . Sax  and  Podolsky  of  the  VA  Hospital  in  Jamaica 
Plain  and  have  written  Guy's  Hospital  in  London,  specialists  at 
Cambridge  University  in  England,  Dr.  Matthysse  at  Harvard,  Dr. 

Wexler  of  the  HD  Foundation  in  California  (I  have  made  small  con- 
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tributions  to  research) , Dr.  Barbeau  of  Montreal,  Dr.  Fahn  of 
Columbia  and  Dr.  Growdon  of  MIT  and  others.  But  the  results  have 
always  been  the  same — don't  give  up  hope,  but  there  are  no  real 
leads  as  yet.  When  he  was  returned  to  Boston  this  last  time,  he 
was  given  six  meals  a day,  given  high  calorie  drinks  between 
times,  and  his  bed  and  chair  were  padded  with  foam  rubber  to  prevent 
bruises.  As  a result,  his  weight  has  now  increased  to  134  pounds, 
he  seems  less  nervous.  He  talks  little,  but  understands.  (Now, 
for  the  last  week  he  has  started  downhill  again.) 

I still  believe  in  hope.  Perhaps  some  of  the  changes  are 
irreversible  but  I still  hope  some  new  discovery  will  remove  him 
from  the  shadow  of  death  at  an  early  age.  There  is  also  a guillo- 
tine suspended  over  the  lives  of  my  two  yet  unaffected  children 
and  I want  that  threat  removed.  When  I was  at  Columbus,  I was 
advised  that  the  number  of  cases  of  HD  ran  into  the  hundreds  of 
thousands  so  please  do  not  say  it  is  not  worthwhile  to  spent  a lot 
on  research.  What  I want  is  money  appropriated  to  find  a way  to 
retard  and  cure.  Dr.  Griffith  in  Dr.  Enders ' lab  said  with  proper 
research,  what  is  impossible  today  is  routinely  possible  tomorrow. 

He  also  said  there  are  several  neural  diseases  very  much  interrela- 
ted and  when  the  answer  is  found  for  Huntington's  disease,  clues 
will  be  established  for  the  cure  of  the  other  diseases. 

And  while  I have  a chance  I want  to  say  I believe  discussion 
of  this  is  taboo  with  my  two  unaffected  children  until  a cure  is 
established.  A distinguished  physician  told  me  they  would  only 
worry  about  something  that  may  never  happen. 

Finally,  let  me  end  by  saying  I had  a fine,  upright,  clean 
living,  right  thinking.  God-fearing  son.  There  are  many  more  like 
him  who  are  losing  the  battle  to  this  dreaded  disease.  He  is  now 
at  the  RI  Veterans'  Home  and  I would  so  like  to  have  you  visit 
there  and  see  what  HD  has  done  to  him  and  is  doing  to  hundreds  of 
thousands  of  others.  Please  contact  Mr.  Louis  J.  Alano,  Jr.,  Com- 
mandant, RI  Veterans'  Home,  Briston,  RI  02809,  telephone:  401/ 

253-8000.  He  would  be  glad  to  have  you  visit  and  let  you  see 
Robert  and  discuss  the  case  with  you. 

I pray  you  will  take  this,  my  plea,  to  heart  and  immediately 
provide  funds  for  intensive  research  which  will  result  in  a cure 
for  HD.  I shall  be  most  happy  to  meet  you  either  at  Bristol  or 
elsewhere  to  further  discuss  the  above. 

My  son  is  currently  on  the  following  medications:  Valium 

10  mgm  TID;  Artane  2 mgm  BID:  Haldol  3 mgm  QID;  Nutri  1000-10  oz. 
every  three  hours  when  awake;  Tylenol  liq.  10  cc  QID;  Theragran 
Liq.  5cc  dly;  Bacitracin  Oint  to  L.  arm  TID;  Phenobarbital  30 
mgm  TID;  Benadryl  50  mgm  TID;  Mycolog  appl  to  buttock  BID;  Milk 
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of  Mag.  1 oz  @ BT;  Tylenol  2 q4°  PRN;  Neinbutal  gr.  1-1/2  @ BT; 
Tylenol  2 when  temp  is  over  100®  QID  PRN;  and  6000  cal.  pureed 
eit.  If  there  are  any  questions,  you  can  write  to  the  Commandant 
for  further  details  who  will  get  them  from  the  doctor. 

M.  WEXLER:  Mr.  Dickinson,  I want  to  thank  you  personally  and 

I thank  you  for  the  Commission.  I think  the  observations  are 
both  moving  and  relevant  and  you  can  be  assured  that  as  far  as 
the  Commission  is  concerned  that  we  are  very  much  in  sympathy 
and  very  much  on  your  side  in  wanting  exactly  the  same  things. 

Do  you  have  any  questions,  Marjorie? 

GUTHRIE:  You  didn't  tell  us  — could  you  tell  us  what  is, 

in  your  judgment,  the  mental  capacity  of  your  son  after  how  many 
years  of  illness? 

DICKINSON:  My  son  has  been  afflicted  about  ten  years.  I 

first  noticed  it  when  he  came  off  of  a plane  on  his  way  from 
Oregon  to  the  east  to  make  a visit  to  me.  I immediately  spotted 
his  jerky  movements  of  his  head.  Nobody  else  knew  it  but  me 
for  about  three  years,  but  I knew  it.  I never  said  anything  to 
anybody.  After  about  ten  years,  as  I say,  up  until  last  year  I 
was  bring  him  home.  He  was  able  to  walk.  During  the  last  year 
he  had  a lot  of  fevers.  There  was  one  time  when  his  fever  went 
up  to  107°  and  they  had  to  send  him  to  the  V.A.  hospital  in  Pro- 
vidence where  they  put  him  in  ice  blankets.  They  also  applied 
an  antibiotic  in  the  form  of  salve  to  spots  where  he  had  hurt 
himself  and  it  didn't  show  but  the  hurt  was  under  the  skin.  They 
still  do  give  him  some  of  that.  I believe  this  new  medical  list 
that  will  be  given  to  you  indicates  that  medicine  is  used  for 
that  purpose.  He  doesn't  speak  unless  spoken  to.  I can  under- 
stand him  very  indistinctly.  Very  often  when  I go  down  to  see 
him  — and  I go  to  see  him  once  every  two  days  year  in  and  year 
out  — I take  him  in  the  wheelchair  for  a walk.  We  watch  TV. 

He  says  nothing.  He  grunts  occasionally.  He  understands  what  I 
ask  him.  If  I ask  him  to  do  anything,  he  does  it.  If  I ask  him 
if  anybody  came  to  see  him,  he  tells  me  who  came.  His  brain  is 
still  mentally  alert,  but  he  has  lost  his  capacity  to  speak  and 
he  has  lost  an  awful  lot  of  weight.  The  fact  that  he  is  being 
given  6,000  calories  a day.  The  fact  that  he  is  being  fed  six 
times  a day.  The  fact  that  he  has  been  given  liquid,  which  has 
high  calorie  content  all  the  time  in  between,  I think  has  had  a 
lot  to  do  with  his  increase  in  weight.  Does  that  answer  your 
question? 

M.  WEXLER:  I want  to  ask  one  question  for  which  you  may  not 

have  the  answer,  but  if  you  don't  have  the  answer  I wish  you  would 
have  the  doctor  who  is  in  charge  of  the  case  write  to  me  and  give 
me  whatever  answer  he  can  give  me.  Was  there  any  change  in  his 
condition  following  that  1070  fever? 

DICKINSON:  Was  there  any  change  in  his  condition  when? 

When  he  had  that  107°  fever.  You  said  he  had  a 


M.  WEXLER: 
fever  of  107°  . 
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DICKINSON:  Not  immediately.  He  had  that  condition  last  sum- 

mer. It  probably  was  when  we  had  a very  high  temperature  one  time 
during  the  summer.  For  a long  while  after  that  he  got  along  all 
right  and  then  suddenly  things  went  blah. 

M.  WEXLER:  But  if  you  can  have  the  doctor  who  was  in  charge 

write  me  a letter  just  commenting  briefly  whether  there  was  any 
change  in  his  clinical  condition  following  that  very  high  fever. 


DICKINSON:  I will  do  that. 

M.  WEXLER:  Thank  you  very  much. 

DICKINSON:  He  has  been  checked  very  thoroughly.  His  chest 

has  been  checked.  His  kidneys  have  been  checked.  There  is  no 
infection  in  his  kidneys  as  far  as  I know  which  might  cause  the 
temperature . 

M.  WEXLER:  There's  a very  technical  question  that  has  to  do  with 

problems  of  the  blood  brain  barrier  and  I'm  just  curious  about... 


DICKINSON:  Just  one  more  word.  I think  probably  in  my  opinion. 


the  thing  that 
attention  of  me 

carries  him  along  more 

than 

anything  else 

is  loving 

M. 

WEXLER: 

Thank  you  very  much. 

N. 

WEXLER: 

I think  you're  right. 

M. 

WEXLER: 

I agree  with  Nancy  — 

you 

're  completely 

right.  Mr 

Dhyberg. 


TESTIMONY  OF 
LAURITZ  DHYBERG 
PORTLAND,  MAINE 

DHYBERG:  My  name  is  Larry  Dhyberg  and  I'm  the  eldest  of 

four  at-risk  sons  of  a Huntington's  patient.  Dr.  Norman  Dhyberg. 
I'd  like  to  make  a short  formal  statement  and  then,  perhaps, 
through  questions  and  answers  — questions  that  you  have  in  terms 
of  what  suggestions  I'd  make. 

I've  always  felt  a certain  sense  of  irony  involved  in  the 
appearance  of  Huntington's  disease  in  my  family.  Woodie  Guthrie 
was  one  of  my  American  heroes  early  on  in  my  education  prior  to 
my  father's  diagnosis  and,  as  a result,  I've  experienced  the 
impact  of  the  disease  from  dual  foci  — both  of  which  are  equally 
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saddening.  It  would  be  impossible  to  capsulize  the  impact  of 
being  an  at-risk  member  of  a Huntington's  family  in  the  time 
allotted  at  this  hearing.  However  I feel  that  I may  add  some 
perspective  to  the  proceedings  by  sharing  with  you  some  of  my 
feelings  from  three  areas  of  my  own  experiences.  My  family, 
my  own  reactions  and  my  relationship  with  my  wife. 

The  Huntington's  family  is  faced  by  a complex  battery  of 
personal  and  group  reactions.  Each  is  affected  individually  by 
the  onset  of  the  disease  according  to  his  or  her  role  in  the 
family,  but  at  the  same  time  these  personal  reactions  are  tem- 
pered by  the  perceived  impact  of  the  disease  on  the  other  mem- 
bers of  the  group.  Perhaps  the  most  difficult  aspect  of  the 
disease  to  come  to  grips  with  is  one's  sense  of  ultimate  and 
unyielding  finality  combined  with  more  immediate  uncertainties. 

Questions  such  as  how  long,  what  next,  what  will  we  do  when? 
place  the  family  on  tenterhooks.  Anticipation  is  complicated  by 
resignation.  Hope  must  need  always  be  felt  as  short  term. 
Individually,  the  at-risk  person  is  forced,  usually  without  warn- 
ing, to  ask  serious  questions  about  the  future  to  envision  a life- 
style totally  and  terrifyingly  different  from  prediagnosis  plans 
or  dreams. 

Again,  the  central  point  of  tension  is  the  constant  uncer- 
tainty. As  in  my  own  case,  one  may  attempt  to  set  future  financial 
affairs  in  order,  may  think  out  or  discuss  what-if  contingencies, 
may  consciously  come  to  peace  with  the  spectre  of  going  beyond 
being  merely  at  risk,  but  suddenly  one  catches  a heel  in  a door- 
jam,  unconsciously  scratches  a cheek,  and  all  the  sublimated  fears 
of  the  future  come  flooding  back. 

Finally,  and  perhaps  most  sadly,  Huntington's  disease  affects 
individuals  connected  to  its  genetic  wheel  of  fortune  solely  by 
the  mysteries  of  human  love.  You'll  have  to  excuse  me.  For  the 
spouse.  . . 

GUTHRIE:  Larry,  Larry, just  rest  a minute.  I think  you  all 

know  that  we  are  sharing  with  you  these  terrifying  moments  — to 
have  to  recite  these  events,  but  I want  to  reassure  you  that  this 
is  the  way  we  are  going  to  be  heard  by  the  Congress  and  with  your 
own  courage,  let's  go  on. 

DHYBERG:  Thank  you.  See,  this  is  the  thing  if  I can  just 

interject  for  a moment.  You  can  sit  for  a dozen  years  and  have 
no  real  problems  in  coming  to  grips  with  it  until  suddenly  some- 
thing brings  it  on  and  you  really  have  to  come  back  and  refocus 
on  it  and  it's  not  a constant  thing  at  all,  but  it  was  a very 
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difficult  thing  for  me  to  put  this  together  for  whatever  reason. 

Okay.  I think  I'm  okay. 

GUTHRIE:  It's  good.  It's  important  and  please  continue. 

DHYBERG:  Sure.  Finally,  and  perhaps  most  suddenly,  Hunting- 

ton's disease  affects  individuals  connected  to  its  genetic  wheel 
of  fortune  solely  by  the  mysteries  of  human  love.  For  the  spouse 
the  diagnosis  either  of  affliction  or  of  at-risk  status  comes  as 
a thunderbolt  shattering  dreams,  threatening  the  very  center  of 
one's  chosen  world.  The  husband  or  wife  of  an  at-risk  person 
must  face  questions  at  the  heart  of  the  marriage  relationship. 

Changes  of  marital  roles,  often  long  ingrained,  must  be  anticipated 
as  the  spouse  envisions  not  a partnership,  but  rather  a leadership 
position.  Should  we  have  a family?  The  question  is  doubly  diffi- 
cult because,  along  with  practical  considerations,  a sense  of  moral 
responsibilities  and  to  society  come  to  bear.  And  always  there  is 
the  waiting  and  the  watching  for  the  misstep,  the  memory  lapse,  the 
unanticipated  reaction  which  will  signal  the  confirmation  of  one's 
fears.  Such  fears  may  well  prove  unfounded  in  the  end.  However 
that  makes  the  tension  no  less  constant  as  the  years  unfold.  In 
this  brief  personal  statement  of  my  relationship  to  Huntington's 
disease,  I've  concentrated  on  the  impact  of  those  not  actually 
afflicted.  The  focus  was  intentional  for  who  of  us  regardless  of 
affinity  to  the  ill  can  ever  know  the  impact  of  such  a diagnosis. 

Our  emotions  can  run  rampant,  but  we  can  never  know,  at  least  for 
the  present,  the  feeling  why  me? 

N.  WEXLER:  I think  that  you  said  extremely  eloquently  the 

feelings  that  I've  had,  that  my  sister  has  had  and  that  I think 
many  people  who  are  also  at  risk  in  this  room  have  had  and  I 
remember  that  poem  because  when  I first  found  out  that  I was  at 
risk,  I read  that  poem  and  I read  that  poem  every  night  and  I'd 
cry  every  night  and  I think  for  the  first  time  in  many  years 
and  I've  had  this  feeling  of  hope  and  now  I think  for  the  past 
six  months  or  so  with  conviction  that  I think  that  there  is  help 
known . 

DHYBERG:  I think  so  too.  And,  you  know,  it's  ironic  too  be- 

cause every  day  I have  to  get  out  and  speak  in  front  of  200  kids 
off  the  top  of  my  head  in  the  classroom  and  I can  do  it  and  fall 
asleep  doing  it,  but  this  is  a different  kind  of  experience  for  me. 
And  I think  it  is  important  that  if  it's  as  difficult  for  myself, 
coming  from  a medical  family,  pretty  well  educated,  etc.  If  I have 
this  trouble,  you  can  imagine  the  troubles  that  come  down  on  kids 
that  don't  have  the  same  ability  to  understand.  There's  a girl  who 
was  in  the  high  school  last  year  and  she  left  — I've  lost  contact 
with  her  — whose  father  is  an  HD  patient.  And  it  was  very  difficult 
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for  me  to  make  any  contacts  with  her.  It  was  very  much  behind 
closed  doors,  as  it  were,  and  I guess  her  father  was  having  a 
great  deal  of  trouble  rationalizing  the  whole  thing.  And  so  it 
must  be  terrible  for  somebody  like  that  that  doesn't  at  least 
have  the  perspective  that  I've  been  lucky  enough  to  have. 

M.  WEXLER:  Well  I have  to  throw  my  own  personal  experience  in 

too  as  long  we  we're  going  to  share  those  kinds  of  things  because 
if  Nancy  is  at  risk  then  I'm  the  Dad  of  somebody  at  risk.  I have 
two  children  at  risk  so  I share  very  deeply  what  goes  on  in  the 
parents  and  I know  that  I speak  for  myself  and  I know  I speak  for 
Marjorie  and  I know  I speak  for  all  the  parents  who  are  faced  with 
that  same  problem  and  we  share  your  anxieties,  and  your  tears,  and 
your  terrors  and  the  thing  that  I guess  supports  us  better  than 
those  people  who  are  a little  bit  behind  the  eight  ball  in  terms 
of  understanding  is  that  both  Marjorie  and  I and  Nancy  too,  see 
every  single  day  the  work  of  people  like  Dr.  Growdon,  the  work 
of  people  who  are  deeply  invested,  not  just  deeply  invested,  they 
are  coming  up  with  findings  that  are  really  interesting,  they  are 
relevant;  they  are  not  necessarily  cures,  but  they're  doggone  big 
steps  in  the  direction  of  cure  and  I must  say  for  all  the  tragic 
and  difficult  circumstances,  there  is  that  ray  of  hope  on  that 
horizon  and  I have  a very  profound  belief  that  there  is  no  cause 
for  skepticism,  doubt  or  giving  up  hope. 

DHYBERG:  I agree. 

GUTHRIE:  Because  the  previous  speaker  also  used  the  word, 
"cure"  I want  to  emphasize  that  the  work  that  is  going  on  may  not 
lead  to  a cure  for  tomorrow,  but  don't  kid  yourself  — in  your  life 
time  very  recently  there  is  a man  who  made  a gene.  These  are 
significant  and  important  scientific  advances  and  I think  that 
somewhere  in  this  room,  who  knows,  there  is  somebody  who  may  have 
a handle  when  we  hear  the  other  scientists.  And  for  the  families 
that  have  come  forward  and  spoken  as  you  have,  we  make  it  possible 
for  them  to  do  what  they  do  and,  perhaps,  if  what  we  had  done  today 
were  done  100  years  ago  we  might  not  be  sitting  here  today.  So  for 
all  of  us  who  are  suffering  because  of  our  exposure  and  stigma  of 
today,  let's  live  with  hope  and  feel  that  maybe  we  are  taking  the 
martyr  position  and  let's  keep  doing  it  and  I don't  want  you  to  for 
get  that,  as  Dr.  Wexler  just  said,  we  do  hear  of  the  scientific 
advances  and  that's  why  these  Commission  hearings  are  so  important 
— to  make  sure  that  the  Congress  hears  of  what  we  know. 

DICKINSON:  May  I interrupt  just  a moment  and  say  Thomas  Jef- 

ferson, I mean  Thomas  Edison,  said  that  every  experiment  was  a suc- 
cessful experiment.  Every  time  you  tried  something  and  you  found 
out  it  didn't  work,  you  didn't  have  to  do  that  again  so  that  was  a 
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success.  So  the  more  we  get  working  on  these  things  and  find  out 
what  can't  be  done,  the  nearer  we  will  be  to  the  solution. 

M.  WEXLER:  I agree  completely.  We  are  pushing  for  a "Journal 

of  Failures"  because  we  agree  with  you  that  the  failure  to  find 
something  is  extraordinarily  important  so  other  scientists  through- 
out the  world  don't  keep  on  duplicating  the  same  experiments  with 
the  same  failures.  May  I ask  you  one  very  direct  question  because 
we  ask  for  contributions  and  we  ask  for  recommendations  as  to  how 
to  handle  the  situation  better  and  if  I take  away  one  thing  aside 
from  the  deeply  moving  aspects  of  your  statement  I would  understand 
that  you  mean  that  you  consider  it  terribly  important  that  this  Com 
mission  have  the  ability  and  the  finances  and  the  resources  to  be 
able  to  spread  the  same  kind  of  knowledge  that  you  have  about  this 
disease,  and  advances  in  this  disease,  to  all  other  patients  who 
have  this  potential  for  HD. 

DHYBERG:  Absolutely.  And  I'd  like  to  particularly  point  out 

that  I think  the  reasons  that  my  brothers  and  I can  handle  as  well 
as  we  do,  being  at  risk,  is  to  a large  part  goes  the  credit  to  the 
Commission.  The  information  that  we've  gotten  has  been  just  inval- 
uable to  us. 

I would  like  to  say  as  well  along  those  lines  that  perhaps, 
also,  it  would  be  helpful  if  a broader  spectrum  of  the  medical  com- 
munity were  really  informed  in  terms  of  implications  of  the  disease 
When  Dad  was  diagnosed  I was  in  Boston  going  to  graduate  school  at 
the  time  and  I went  to  see  a well-known  neurologist,  had  an  examina 
tion  and  then  my  wife  and  I talked  with  him  briefly  and  really  got 
very  little  in  terms  of  clear  ideas  of  what  to  expect  — that  in 
turn  made  it  terribly  difficult  for  both  myself  (and  I kind  of  took 
that  inside) , but  also  really  to  my  wife  because  it  just  came  as 
such  a thunderbolt  to  her  and  for  a long  time  we  were  both  very 
inward  about  the  implications  to  ourselves,  but  she  had  a great 
deal  of  trouble  in  really  understanding  what  the  implications  were 
and  what  it  meant  to  her.  I think  counseling  to  at  risk  people  is 
extraordinarily  important. 

GUTHRIE:  Larry,  you  didn't  mention  and  I'm  very  interested  in 

the  mental  capacity  — I want  to  document  the  capacity  of  people 
with  this  disease.  Would  you  please  tell  us  how  you  feel  about  the 
capability  and  the  deterioration,  or  the  lack  of  deterioration,  of 
the  mental  capacities  of  your  father? 

DHYBERG:  To  generalize  — it's  difficult  I guess  — I think 

there's  no  question  that  over  the  span  of  years  that  there  has 
been  mental  deterioration.  I'm  a historian  and  as  such  I deal  in 
the  past  a great  deal.  I've  noticed  that  the  span  of  memory  has 
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declined.  There's  repetition  in  speaking  and  that  the  range  of 
interests  have  narrowed  considerably.  And  yet  it  seems  to  be  a 
very  selective  thing.  There  are  some  things  in  which  Dad  is 
still  extraordinarily  conversant.  My  brother  can  come  home  from 
his  residency  and  they  can  talk  medicine  for  an  hour  and  I won't 
understand  anything  that  they  say.  On  the  other  hand,  there  defi- 
nitely has  been  — and  I think  it's  a narrowing  of  focus  and  ability, 
as  I would  describe  it  frankly. 

M.  WEXLER:  Your  dad  is  right  here  in  this  room  and  I had  the 

pleasure  of  meeting  him  and  I want  to  say  this  that  maybe  the 
span  of  interest  has  narrowed,  maybe  the  focus  has  narrowed.  I 
would  suspect,  however,  the  understanding  has  not  at  all  because 
anybody  who  is  as  afflicted  as  your  Dad  is  would  necessarily, 
regardless  of  anything  else,  narrow  the  span  of  his  interests 
and  focus  and  I think  it's  very  important  to  know  that. 

DHYBERG:  I think  one  of  the  best  things  that  anyone  ever 

said  to  me  about  it  was  soon  after  Dad  was  diagnosed  and  we  were 
talking  about  it  and  I forget  whether  it  was  individually  or  as 
a family  group.  Dad  said  a thing  that's  been  really  important  to 
me.  He  said  that  knowing  for  sure  that  he  was  an  HD  patient,  he 
would  still  in  retrospect  not  have  chosen  to  be  born.  That  he 
would  not  have  chosen  not  to  be  born  and  I think  all  of  my  brothers 
share  that  regardless.  If  each  of  us  can  make  a contribution  in 
some  way  then  that's  all  that  counts  and  that  has  helped  me  a lot. 

M.  WEXLER:  Well  I personally  and  for  all  the  others  want  to  thank 

you  for  your  feelings,  for  your  articulate  presentation  — a very 
sympathetic  presentation  and  for  your  help.  Thank  you  very  much. 

Joan  Peterson,  please . 


TESTIMONY  OF 
JOAN  PETERSON 

FORMER  PATIENT  SERVICES  COORDINATOR 

CCHD 


PETERSON:  I offer  testimony  as  a social  worker  and  as  the 

past  full-time,  salaried  patient-service  coordinator  for  CCHD, 
Massachusetts  Chapter.  For  eight  months  in  the  year  1974,  I ran 
a health  and  diagnostic  referral  center  for  HD  at  the  Boston 
University  Medical  Center.  The  funding  for  my  salary  was  from 
monies  raised  by  CCHD,  Mass.  Chapter.  This  coordinator  position 
provided  an  individualized,  decentralized  service  necessary  to 
define  the  problems  and  needs  of  people  who  compete  for  available 
resources  and  to  attach  weight  to  each.  Of  particular  advantage 
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was  the  coordinator's  adjustment  of  activities  and  those  of  HD 
affected  persons  to  the  facts  gleaned  from  literature,  patients 
and  families,  and  other  professionals. 

I will  highlight  some  of  the  problems  faced  by  patients  and 
families,  resources  as  I found  them  two  years  ago,  followed  by  a 
few  recommendations. 

Once  a diagnosis  of  HD  is  made,  and  medication  prescribed, 
problems  faced  by  HD  affected  individuals  are  directly  or  indirectly 
psychological.  Most  patients  suffer  one  or  more  of  the  following 
socio-psychiatric  problems:  personality  changes,  mild  to  severe 

dementia,  injury  to  ego  functioning,  variable  intellectual  impair- 
ment, variable  capacity  to  express  appropriate  feelings  and  drives, 
asocial  behavior,  and  deteriorating  social  circumstances.  Other 
common  manifestations  are  withdrawal,  depression,  poor  self-image, 
feelings  of  worthlessness,  shame  and  doubt,  denial,  anger,  guilt, 
regression,  preoccupation  with  bodily  functions  and  sexual  perfor- 
mance and  psychosomatic  complaints.  Other  patient  and  family 
problems  seem  to  vary  directly  with  family  stability  in  terms  of 
degree  of  severity  and  adjustment  to  HD.  Some  of  these  problems 
are  role  adaptation  of  family  members,  tension  related  to  heredi- 
tary factors  and  prognosis  of  HD,  facing  stigmas,  coming  out  of 
"closets,"  and  seeking  help  while  still  in  the  "mainstream." 

Although  family  stability  seems  the  greatest  influence  upon 
the  patient's  remaining  vital  and  active  in  his/her  life,  HD 
families  rarely  seek  professional  help.  The  reasons  usually  stem 
from  shame  and  fear  of  rejection  by  helping  persons.  Unfortunately 
premorbid  personality  and  relationship  difficulties  are  exacer- 
bated by  HD.  Manifestations  of  HD  in  promiscuity  and  alcoholism 
cause  family  breakdown.  Illegitimate  children  result  from  HD 
carriers  and  children  at  risk.  At-risk  children  often  feel  un- 
wanted and  unloved  in  their  turbulent  households  and  have  illegit- 
imate children  as  an  unconscious  means  of  escape  from  home.  Often 
illegitimate  children  are  lost  track  of  or  marriages  forced  by 
pregnancies  are  unworkable  and  further  familial  deterioration 
occurs . 

One  of  the  most  sad  examples  of  family  instability  I can  cite 
is  that  of  patients'  rehabilitation  in  the  hospital  through  various 
medications  and  therapies,  only  to  be  rejected  by  their  own  fami- 
lies; rejection  occurred  because  so  much  anger,  hatred,  disgust, 
frustration  and  helplessness  had  been  allowed  to  fester  from  mis- 
understandings and  misdiagnoses  of  HD  in  the  past.  Relationships 
had  broken  down;  there  were  no  feelings  of  love,  warmth,  sympathy, 
or  even  pity,  to  welcome  the  patient  home.  When  these  patients 
felt  the  impact  of  their  families'  rejection,  they  often  decompen- 
sated. Other  patients,  after  reaching  maximum  rehabilitation  in 
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the  hospital , returned  home  to  unstable  families  for  a maximum  of 
three  weeks  before  they  had  to  be  readmitted  to  the  hospital, 
barely  able  to  walk  and  breathe;  clearly  patients  who  returned 
to  unstable,  unreceptive  family  environments  decompensated,  usually 
within  a week.  Of  note  is  that  the  more  stable  the  parents'  rela- 
tionship, the  more  stable  the  children. 

Other  problems  cause  unrest  and  tremendous  anxiety.  Financing 
the  health  care  of  an  ill  family  member  is  exorbitant.  Many 
families  wanted  to  keep  the  patient  at  home,  but  none  could  afford 
home  health  care  or  even  homemaking  service,  yet  they  did  not 
qualify  for  public  assistance;  there  is  no  provision  for  the  upper, 
middle,  or  working  class  to  support  the  chronically  ill.  Many 
contemplate  divorce  as  an  alternative  to  financial  ruin,  or  know 
they  must  wait  for  their  hard-earned  savings  to  run  out  before 
they  will  qualify  for  some  kind  of  public  assistance.  The  private 
sector  can  provide  care  only  at  unaffordable  cost,  and  public  assis- 
tance programs  degrade  the  individual  and  family  to  poverty  before 
aid  is  deemed  rightful.  Unfortunately  many  patients  end  up  in  the 
state  hospitals,  which  is  not  considered  a decent  disposition  by 
this  testifier  but  merely  a condemnation. 

RESOURCES : 

Discrepancies  between  needs  and  services  exist,  but  it  is  im- 
portant to  understand  that  agencies  and  private  doctors  or  therapists 
are  not  solely  responsible;  HD  affected  individuals  do  not  take 
full  advantage  of  available  resources.  At  the  time  I became  the 
patient-service  coordinator,  only  three  of  55  patients  were  receiv- 
ing any  outside  help — one  at  Catholic  Charities,  one  from  a court 
resource  program,  and  one  from  a private  psychiatrist.  Many  patients 
and  families  had  met  in  the  past  with  misunderstanding,  mismanage- 
ment, and  rejection.  Because  HD  is  not  well  known  or  well  understood, 
often  it  assumes  disproportionate  levels  in  agencies'  and  individ- 
uals' formulations  of  presenting  problems.  The  latter  circumstances 
and  the  still  prevalent  shame  that  accompanies  HD  cause  a lack  of 
trust  in  outside  agencies.  When  CCHD,  Mass.  Chapter,  made  clear 
its  understanding  of  HD  problems,  families  had  little  trouble  asking 
for  help;  they  felt  accepted  and  more  trusting  that  the  patient- 
service  coordinator  would  understand  even  if  a referral  was  made 
for  them. 

Because  of  the  patient-service  coordinator's  affiliation  with 
the  Boston  University  Medical  Center  and  the  Boston  Veterans  Admini- 
stration Hospital,  hospital  admissions  were  easily  approved  and 
full  scale  neurological,  psychological  and  rehabilitative  treat- 
ment was  carried  out  under  the  coordination  of  the  CCHD  patient- 
service  coordinator.  Almost  any  hospital,  nursing  home,  or  staff 
which  received  a patient  was  offered  consultation  from  CCHD  which 
was  always  gratefully  accepted  and  utilized.  The  most  successful 
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case  management  was  use  of  thorough  neurological  work-up,  psychol- 
ogical testing,  physical  therapy,  occupational  therapy,  and  correc- 
tive therapy  when  necessary,  social  casework  with  patient  and  fam- 
ily by  CCHD  social  worker,  disposition  planning  by  hospital  social 
worker,  and  consultation  with  nursing  staff. 

One  of  the  most  critical  populations  of  HD  affected  persons  to 
be  reached  is  the  at-risk  group.  While  a patient-service  coordina- 
tor was  employed,  group  therapy  was  the  treatment  of  choice.  Within 
a short  time,  the  group  had  reached  the  maximum  number  of  people, 
and  an  additional  group  was  needed.  When  the  coordinator  left, 
the  group  was  transferred  to  a psychiatrist  and  a psychologist. 
Within  only  six  to  eight  weeks,  the  group  was  terminated;  the  rea- 
son given  by  the  members  was  that  they  wanted  to  keep  their  group 
together,  but  they  did  not  feel  understood,  and  the  group  had 
become  too  analytic.  The  at-risk  group,  while  under  the  umbrella 
of  CCHD,  had  utilized  a model  in  which  clients  help  each  other — 
in  social  work  terms,  a reciprocal  model.  The  group  had  provided 
a chance  to  work  through  psychological  meanings  of  being  at-risk 
and  the  various  choices  open  to  at-risk  individuals  in  order  to 
gain  control  over  their  own  lives  and  destinies.  The  group  was  a 
safe  place  to  ventilate  anxieties  and  fears,  doubts,  guilt,  anger 
and  accomplishments.  Most  important,  it  provided  support  and  the 
comfort  of  knowing  there  was  always  somewhere  to  turn.  This  kind 
of  support  is  the  kind  that  none  of  our  older  members  could  rely  on 
when  they  felt  alone  with  their  problems.  Reduction  of  feelings 
of  isolation  must  begin  early. 

RECOMMENDATIONS : 

Since  more  and  more  HD  affected  individuals  and  families  were 
helped  every  day  when  the  Mass.  Chapter  of  CCHD  had  a patient- 
service  coordinator,  and  since  I believe  the  most  effective  means 
of  supplying  patients  with  services  is  through  CCHD,  I recommend 
the  hiring  of  a patient-service  coordinator  for  as  much  time  as 
each  chapter  can  afford.  Such  hiring  should  not  be  put  off  until 
more  research  is  accomplished.  CCHD  should  be  responsible  for 
providing  free  service  to  its  own  constituents.  The  patient-service 
coordinator  should  be  a trained  social  worker  whose  responsibilities 
include  up-to-date  understanding  of  neurological,  psychiatric, 
and  socio-psychological  problems  and  progress.  Precise  information 
could  be  offered,  reasonable  expectations  made,  and  realistic  hope 
given.  Delivery  of  services  should  be  implemented  through  individ- 
ual, family  and  group  therapies,  and  through  consultation.  Empha- 
sis on  group  therapies  is  necessary  as  a most  adequate  means  of 
reaching  the  most  people.  Consultation  and  referrals  are  important 
for  reaching  the  entire  HD  affected  population.  Research  in  collab- 
oration with  doctors  and  other  professionals  would  be  a necessary 
part  of  the  job.  Involvement  of  patients  and  families  in  research 
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is  vitally  important  to  further  the  understanding  of  the  disease, 
but  it  is  also  vitally  important  to  affected  persons  to  feel  they 
are  taking  some  responsibility  for  their  own  and  their  families' 

1 ives . 

The  public  health  model  of  prevention  should  be  used,  with 
emphasis  on  primary  prevention.  CCHD  is  best  equipped  to  reach  the 
at-risk  population,  and  it  follows  that  it  should  provide  the 
service . 

Other  recommendations  include:  (1)  education  of  the  public 

through  mass  media;  (2)  thorough  epidemiological  studies  of  the 
entire  country  to  gain  reasonable  estimates  of  the  population  and 
scope  of  the  problem  in  order  to  render  preventive  care;  (3)  re- 
search through  federal  funding;  (4)  financial  assistance  through 
state  and  federal  funding  for  the  permanently  and  totally  disabled 
under  some  type  of  national  health  insurance  program. 

Dr.  John  Whittier  said,  "We  observe  with  sadness  the  Hunting- 
ton's chorea  patient  that  has  for  all  too  often  been  handed  back 
and  forth  between  neurologist  and  psychiatrist  like  some  disagree- 
able child  in  a custody  brawl.  State  hospitals  for  the  mentally 
ill  reject  these  patients  as  'neurologic, ' nursing  homes  turn  them 
away  as  'psychiatric.'  Where  is  the  poor  diseased  to  go?"  I submit 
that  the  care  of  patients  and  families  should  go  to  CCHD  or  any  HD 
group,  and  that  these  committees  should  be  funded  by  state  and 
federal  monies  for  a professional  to  work  solely  for  HD  affected 
persons . 


2-703 


Boston,  Massachusetts 


October  1,  1976 


GUTHRIE:  Joan,  I'd  like  to  ask  you  — with  your  experience 
with  the  families  --  do  you  know  or  can  you  recommend  a way  in 
which  we  could  help  them  understand  that  the  work  that  you  were 
doing  was  truly  equally  important  as  the  scientific  research  it- 
self. So  many  of  the  members  of  the  organization  feel  that  if  the 
man  is  not  wearing  a white  coat  and  holds  a test  tube  in  his  hand 
that  whatever  else  we  are  doing  is  not  as  important.  How  would 
you  suggest  we  handle  that? 

PETERSON:  I think  the  best  way  is  probably  to  hear  from 

those  people  whom  I have  helped.  I think  there  are  two  sides 
to  the  answer.  One  is  that  families  did  feel  the  repercussions 
of  help  from  a person  like  myself,  who  is  a social  worker.  The 
other  side  of  that  is  that  when  I was  working  for  CCHD  we  had 
very  little  trouble  in  getting  our  patients  to  volunteer  for 
research  and  the  families.  And  I have  heard  sadly  all  too  often 
since  that  position  has  been  empty  that  doctors  have  trouble  get- 
ting patients  --  more  trouble.  M.I.T.  hasn't  had  much  trouble, 
but  many  others  have.  When  I worked  there,  and  I'll  have  to  give 
you  all  the  additional  information  that  I couldn't  say  today, 
there  were  about  five  research  studies  that  I was  very  heavily 
involved  in  --  just  in  getting  our  patients  and  families  to  the 
studies  — and  they  responded.  They  felt  that  they  were  getting 
just  about  everything  at  that  point. 

GUTHRIE:  But  you  haven't  told  me  how.  I think  it's  important 

to  document  this  because  so  many  people  feel  that  what  you  were 
doing  is  very  nice,  but  it's  not  going  to  find  a cure  for  Hunting- 
ton  ' s . 

PETERSON:  Well,  it  certainly  doesn't  find  a cure... 

GUTHRIE:  Well,  but  you  brought  out  an  important  point.  You're 

not  going  to  get  a cure  either  without  the  families  being  supportive 
so  that  they  can  come  forward  to  be  part  of  the  research. 

PETERSON:  I think  the  important  thing  is  that  it's  a means 

of  maintaining  a family's  stability  before  it  breaks  down.  Also, 
at  a secondary  level  when  there  are  problems  we  try  to  put  things 
back  together  as  well  as  possible  so  that  if  the  family  does  remain 
together  the  patient  remains  much  more  stable  and  will  certainly 
be  available  for  the  cure  when  it's  there. 

M.  WEXLER:  Just  to  clarify  my  thinking.  You're  suggesting  that 

there  be  Federal  or  State  funding  for  somebody  in  the  area  of  social 
work  and  that  that  person  be  attached  to  some  agency  like  CCHD  which 
would  have  access  to  patient  populations.  Is  that  correct? 
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And  part  of  the  value  of  that,  you're  suggesting,  would  be  the 
education  of  the  patient  and  the  opening  up  of  resources  for 
aid  to  the  patient,  like  psychiatric  treatment,  neurological 
treatment,  etc.  I wasn't  quite  clear,  but  there  was  one  other 
aspect  that  seemed  to  be  very  intriguing.  You  didn't  mention  it 
specifically,  but  were  you  suggesting  that  this  is  a marvelous 
way  in  which  to  develop  a registry  of  patients  so  that  there 
would  be  access  to  these  patients  for  research. 

PETERSON:  One  of  the  studies  that  I was  very  heavily  in- 

volved in,  in  which  we  even  hired  additional  personnel,  was  a 
thorough  epidimiology  study  and  you'll  hear  more  about  that  to- 
day from  the  person  who  became  head  of  that. 

M.  WEXLER:  Well  it  always  seemed  to  me  and  I would  like  to  know 

whether  you're  in  agreement  that  the  study  of  the  patients,  where 
they  are,  what  they  do,  how  they  relate  to  each  other,  even  down 

to  what  they  eat  (dietary  factors) , their  environmental  factors, 
the  traumas  which  tend  to,  perhaps,  precipitate  HD  — that  this 
represents  something  more  than  just  simply  help  to  the  patient, 
that  it  is  actually  a very  vital  step  in  the  research  program. 
Wouldn't  you  say  that  there's  a possibility  that  understanding 
of  this  kind  of  thing  might  also  lead  to  something  which  would 
interdict  the  disease,  or  even  cure  the  disease? 

PETERSON:  I think  so.  I think  it's  the  only  way  to  keep 

available  and  locate  the  entire  affected  population.  I think  it's 
the  most  effective  way. 

N.  WEXLER:  You  didn't  explicitly  state  this,  probably  out 

of  modesty,  but  I think  that  your  own  understanding  of  the  prob- 
lems of  Huntington's  and  your  own  training  enabled  you  to  provide 
a service  in  the  counseling  group  that  not  every  psychiatrist, 
psychologist,  or  social  worker  can  provide.  I think  if  one  could 
generalize  and  since,  unfortunately,  there  aren't  you  in  every  state, 
that  there  maybe  certain  kinds  of  special  training  that  needs  to  be 
given  to  such  a patient- service  coordinator  to  enable  them  to  be 

of  most  use.  And  I just  wanted  to  comment  that  your  statistic  of 
three  people  being  served  out  of  55  is  staggering. 

GUTHRIE:  It  was  to  me  also. 

M.  WEXLER:  Would  you  have  any  suggestions  as  to  how  to 

develop  a program  of  training  for  people  to  serve  the  kinds  of 
functions  that  you  serve?  How  that  could  be  integrated  into 
social  work  training  schools? 

PETERSON:  Yes.  There  are  physical  disability  classes  and  such 

things.  There  should  be,  however,  introduction  about  disease.  You 
know  medical  illness  just  stops  at  a certain  point  and  then  it's 
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a whole  other  thing.  There  would  have  to  be  curriculum  renova- 
tion in  that  area,  but  it  could  be  — certainly,  I know  I did  it. 

I did  almost  all  my  papers  in  school  on  Huntington's,  and  it's 
very  easy  if  you  are  interested  to  actually  do  a lot  of  work  on 
the  subject  after  you've  even  left  the  field. 

M.  WEXLER:  That  would  mean,  of  course,  that  theremight  be 

somebody  who  would  be  able  to  develop  something  to  be  added  to 
the  curriculum  in  the  social  work  schools  that  would  be  specifi- 
cally related  to  Huntington's  disease  and,  perhaps  more  specifi- 
cally or  more  generally,  to  hereditary  diseases. 

PETERSON:  Definitely.  I think  we'd  have  to  be  under  that 

umbrella . 

M.  WEXLER;  Thank  you  very  much. 

DICKINSON:  May  I just  say  a little  bit  of  philosophy,  if  I 

might?  When  I married  my  wife  I didn't  know  she  had  Huntington's 
disease.  I have  never  been  sorry  that  I married  my  wife  because 
I never  would  have  had  the  wonderful  children  that  I have  had. 

The  second  thing  that  I would  like  to  say  is  that  even  though  my 
children  do  come  down  with  Huntington's  disease  at  35  or  40  or  so, 
at  least  they  had  35  or  40  years  of  a wonderful  life  which  is  worth 
while.  And  the  third  thing  that  I would  like  to  say  is  that  I bear 
the  brunt  of  trying  to  console  those  afflicted,  and  I take  the  atti 
tude  that  it  gives  me  much  pleasure  to  see  and  console  the  children 
even  though  they  do  not  understand  what  I'm  doing.  I think  if  we 
all  had  those  attitudes,  we  would  be  able  to  stand  up  under  it  a 
little  bit  more.  Thank  you. 

M.  WEXLER:  Wholeheartedly,  I thank  you  very  much.  I thank 

all  of  you.  May  we  have  the  next  group  of  people?  At  this  time 
I would  like  to  hear  from  Reverend  Menk,  Robert  Walsh,  and  Alfred 
La  Rue.  I would  like  to  begin  the  presentations  of  the  next  group 
with  the  testimony  of  Reverend  Menk.  Reverend  Menk,  please. 


TESTIMONY  OF 
REVEREND  SYDNEY  MENK 
MASSACHUSETTS 

MENK:  I'm  the  Reverend  Sydney  Menk.  I served  as  the  first 

president  of  the  Committtee  to  Combat  Huntington's  Disease  in  the 
New  England  region  and  served  as  its  trustee  on  the  national  board 
until  this  last  meeting. 
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I first  encountered  Huntington's  disease  back  in  the  late 
1940s  when  one  of  my  wife's  sisters  fell  victim  to  an  inscrutible 
disease,  which  was  finally  diagnosed  as  Huntington's  — something 
that  none  of  us  had  ever  heard  of.  Since  that  time,  five  and  pos- 
sibly six  of  her  family  of  eleven  children  were  utterly  destroyed 
--  wiped  out.  In  their  instance,  it  came  in  the  late  50s  and  the 
course  was  run  in  a period  of  nine  months  to  two  years.  In  the 
instance  of  my  wife,  Sally,  the  evidences  of  the  affliction  occurred 
in  August  of  1968  and  she  died  in  June  of  1969. 

Even  at  that  date,  while  I knew  philosophically  and  medically 
about  Huntington's  disease,  I had  no  place  to  turn  --  at  least 
at  that  moment  and  that  I think  is  a critical  factor  here  in 
these  kinds  of  hearings  because  at  that  time  it  was  a hopeless 
enterprise.  There's  a word  of  Oscar  Wilde,  "We  did  not  dare  to 
breath  a prayer  or  give  our  anguish  scope.  Something  was  dead  in 
each  of  us  and  what  was  dead  was  hope."  And  that  was  precisely 
the  ingredient  that  people  had  to  face  this  with  — a sense  of  hope- 
lessness . 

It  was,  I think,  on  August  13,  1969,  subsequent  to  the  death  of 
my  wife  — and  she  mothered  three  of  my  children  and  I agree  so 
much  with  Lew  who  said  that  he  never  regretted,  even  though  I 
didn't  know  this  at  the  time,  I myself  would  not  regret  it  because 
she  was  the  mother  of  my  children.  It  was  on  August  13  that  I 
read  an  article  in  the  Boston  Herald  calling  attention  to  the  work 
being  done  by  Marjorie  Guthrie,  whose  husband  Woodie  as  we  all  know 
died  of  Huntington's  disease.  I wrote  to  Marjorie  immediately  and 
when  she  came  to  Boston  we  got  together.  I think,  in  effect,  that's 
all  I have  to  say  — that  since  that  time  it's  given  to  everybody 
the  kind  of  hope  that  was  simply  not  in  the  climate  in  the  late 
1940s  or  even  at  the  time  that  Sally  died.  Now  we're  faced  with 
the  fact  of... at  that  time  it  was  an  esoteric  disease  and  we  thought 
very  few  people  had  it.  Now  we  find  that  we're  in  a vast  community 
of  people  involved  all  across  the  world  and  I was  impressed  with  that 
enormously  at  the  conference  in  Columbus  in  1972  which  issued  that 
remarkable  book. 

Now  we  have  instrumentalities  at  hand  and  we  have  public 
attention  called  to  it  and  I think,  certainly,  this  disease  in 
all  of  its  evils  will  not  yield  to  anything  but  extensive 
research,  which  must  be  funded  by  the  public  through  govern- 
ment. There's  no  doubt  in  my  mind  that  this  is  not  going  to 
be  solved  merely  by  the  ventures  of  persons  in  the  laboratories, 
all  of  which  make  contributions,  but  to  the  massive  kind  of 
research  that  will  find  the  evil  — the  secrets  — that  solve  the 
problem.  That,  I think,  is  the  most  hopeful  aspect  of  this  Com- 
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mission,  because  as  a result  of  the  work  that  Marjorie  has  done, 
and  Milton  and  a great  many  other  people  — now  there  are  so  many 
elements  of  hope.  There  are  people  working  in  laboratories  all 
across  the  world  today  and,  perhaps,  tonight  somebody's  going  to 
cry,  "Eureka,  I found  it."  That's  the  thing  that  I say  to  my 
own  children  and  my  own  counsel  to  my  children  and  my  counsel  to 
persons  involved  in  this  is  --  "For  God's  sake  lead  a life  — a 
normal  life  — you've  got  a 50  percent  chance  of  making  it.  Those 
odds  are  better  than  any  lottery  I know  or  any  gamble  at  any  track 
I know.  Live  your  life,  but  live  it  in  the  hope  that  there  will 
be  a solution  or  many  solutions  to  this  problem. " 

And  we're  very  grateful  to  Marjorie  and  to  Milton  and  to  every- 
body that's  in  any  way  involved  and  I would  encourage  this  kind  of 
public  support. 

M.  WEXLER:  Thank  you  very  much.  Marjorie,  do  you  want  to 

ask  a question? 

GUTHRIE;  I just  want  to  say  it's  so  nice  to  see  you  again 
and  please  come  back  and  work  with  us.  We  need  everybody. 

M.  WEXLER:  I join  you  in  that.  Mr.  Walsh. 


TESTIMONY  OF 
ROBERT  S.  WALSH 

SOCIAL  SECURITY  ADMINISTRATION 
BOSTON,  MASSACHUSETTS 

WALSH;  My  name  is  Robert  Walsh  and  I'm  with  the  Social  Secu- 
rity Administration  (the  regional  office)  here  and  I represent  the 
Disability  Insurance  Program.  I have  a written  statement  for  the 
record  which  I'll  provide  you,  but  I wondered  if  in  the  interest 
of  speeding  things  up  I could  summarize. 

M.  WEXLER:  Yes,  please,  of  course. 

WALSH:  Okay.  The  Social  Security  Administration  administers 

two  basic  cash  benefit  programs.  They  pay  benefits  to  people  who 
are  unable  to  work  because  of  a disability. 

The  first  of  these  programs  has  been  around  a number  of  years. 
It's  the  regular  disability  insurance  benefit  program  under  the 
Social  Security  Plan  and  this  is  known  commonly  as  Title  2, 

Social  Security  Act. 
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The  second  cash  benefit  program  is  the  supplemental  security 
income  program  and  that's  known  as  Title  16  under  the  act. 

I think  it  could  be  important  for  people  of  this  group  to 
be  aware  of  these  benefits  that  need  be  payable  to  people  who 
are  victims  of  Huntington's  chorea  and  their  families.  I'd  like 
to  discuss  just  briefly  the  current  provisions  of  the  programs, 
the  benefit  levels,  the  eligibility  requirements,  and  outline  how 
applications  are  processed  and  disability  evaluations  are  made. 

The  first  program  I'd  like  to  discuss  is  the  Title  2 program, 
the  regular  disability  insurance  benefit  program.  By  way  of  back- 
ground, this  was  one  of  the  later  things  added  to  the  Retirement 
and  Survivors  Insurance  Program  under  social  security.  I think  it 
would  be  well  to  understand  the  basic  concept  of  disability  insur- 
ance under  social  security  — of  the  whole  social  security  program 
rather.  It's  a system  whereby  during  his  working  lifetime  an  indi- 
vidual pays  money  into  a program.  He  doesn't  have  much  control  over 
this  payment.  It's  deducted  from  his  salary  in  the  form  of  taxes, 
but  the  intent  is  that  when  an  event  arises,  such  as  retirement, 
death,  or  disability,  there  are  benefits  available  to  pay  this  indivi- 
dual. More  recently  another  provision  was  added,  as  you  know,  to 
the  Social  Security  Act  and  that  was  health  insurance  and  Medicare 
provisions  whereby  health  insurance  benefits  are  payable. 

The  disability  program  began  — there  were  no  cash  benefits 
initially  then  — it  was  raised  to  benefits  only  to  a worker  who 
was  age  50  and  through  the  years  there  have  been  pretty  good  devel- 
opments in  the  program.  So  benefits  are  now  paid  to  children  dis- 
abled before  age  22,  to  a disabled  worker,  to  his  dependents,  and 
to  disabled  widows  and  widowers.  It's  a pretty  substantial  program. 
There  are  currently  86  million  workers  covered  under  the  Social 
Security  Program  for  disability  protection.  Presently  there  are 
2-1/2  million  people  receiving  disability  insurance  benefits  through 
this  program  and  1.7  million  of  their  dependents.  The  benefit  levels 
have  risen  rather  substantially.  The  average  worker's  benefit  for 
a disabled  worker  is  $242  a month.  If  he  has  a family  with  wife 
and  children,  he  gets  $475  a month  and  then,  after  he  has  been 
entitled  to  benefits  for  24  months,  he's  eligible  for  Medicare, 
health  insurance.  The  estimated  value  of  that  currently  if  $77 
a month  — so  it's  a pretty  big  program  we're  dealing  with. 

In  addition  to  a disability  test,  under  this  program  there's 
a work  test.  This  is  more  technically  known  as  insured  status, 
and  what  it  generally  means  is  that  the  individual  has  to  have 
worked  five  out  of  the  last  ten  years  before  the  onset  of  his 
disability  before  he  could  be  entitled  to  draw  benefits.  That's 
a recency  of  employment  test  so  to  speak. 
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In  recognition  of  the  fact  that  younger  workers  may  not  be 
able  to  meet  this  test,  there  is  a provision  where  they  wouldn't 
have  to  work  as  long  under  the  program.  It  could  be  as  little  as 
1-1/2  years  of  work  so  they  could  qualify  if  they  became  disabled. 

The  other  program  is  the  SSI  Program  and  this  began  under 
Federal  administration  in  January,  1974.  It  replaced  the  old  Aid 
to  the  Permanently  and  Totally  Disabled  Act  that  was  administered 
by  each  individual  state  and  it's  a cash  benefit  program  for  dis- 
abled, blind  and  aged  people.  Presently  about  2 million  people 
are  receiving  disability  benefits  under  this  program.  It's  the 
same  definition  of  disability.  The  major  distinction  between 
these  two  programs  is  the  work  test  under  the  regular  Social  Sec- 
urity Program  and  the  fact  that  it's  financed  out  of  a Disability 
Trust  Fund,  whereas  the  SSI  Program  has  a needs  test  as  the  basic 
eligibility  factor  and,  of  course,  this  program  is  financed  by 
appropriated  funds. 

I have  in  the  statements  some  dollar  amounts  that  comprise 
the  needs  test.  I don't  think  it's  necessary  to  go  into  it  at 
this  point,  but  I would  like  to  emphasize  that  families  who  are 
fairly  well  off  by  some  allocation  of  income  --  if  they  have 
somebody  in  the  family,  a child  perhaps  — might  qualify  for 
benefits  under  this  program  even  though  there  is  some  income 
coming  into  the  family.  There's  a Federal  basic  flat  benefit 
under  this  program  which  provides  about  $168  to  the  individual 
and  $250  for  a couple.  Then,  in  addition,  each  individual  state 
might  supplement  beyond  that  and  most  states  do.  For  example, 
in  Massachusetts  well  over  $300  a month  is  payable  to  an  individ- 
ual and  an  additional  benefit  derived  under  this  program  also  is 
that  the  individual  might  be  entitled  to  Medicaid  benefits,  which 
can  be  quite  helpful  for  severely  impaired  individuals  because  of 
their  health  needs. 

The  definition  of  disability  applied  to  both  programs  is 
somewhat  vaguely  stated,  but  in  essence  it  means  inability  to 
engage  in  any  substantial  gainful  activity  and  it  must  be  due  to 
an  impairment  which  has  lasted  or  is  expected  to  last  for  at  least 
12  months  or  result  in  death.  In  essence  what  this  means  is  that 
if  an  individual  is  working,  he  is  not  entitled  to  benefits.  The 
medical  impairment  is  one  that's  determined  and  it  must  be  demon- 
strated by  medically  acceptable  clinical  and  laboratory  diagnostic 
techniques.  And  what  this  essentially  means  is  that  an  impairment 
is  evaluated  in  terms  of  the  symptoms  and  the  laboratory  findings. 
Now,  early  in  the  game,  when  social  security  first  got  into  this 
disability  evaluation  business,  we  were  faced  with  large  numbers 
of  claims,  not  many  experienced  evaluators  and  they  looked  at  all 
the  programs  and  came  up  with  a listing  of  common  impairments 
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and  these  have  been  revised  over  the  years.  They  are  currently 
under  revision,  but  in  essence  it's  a screening-in  device  — a 
list  by  particular  types  of  impairments,  types  of  things  to  look 
for.  If  these  criteria  are  met,  and  the  individual  is  not  engaged 
in  substantial  work,  then  he  would  be  allowed  benefits. 

Huntington's  chorea  is  specifically  mentioned  in  the  neuro- 
logical system.  I might  say  that  even  where  the  diagnosis  is  not 
clearly  established,  these  individuals  could  become  entitled  by 
virtue  of  the  symptoms  and  laboratory  findings  that  might  be 
evaluated  under  some  other  system,  for  example,  as  a mental 
impairment . 

As  I indicated,  these  listings  are  under  revision  and  before 
they  are  finalized  interested  groups  and  the  public  will  have  oppor- 
tunity to  comment.  That  may  be  somewhere  down  the  road. 

How  is  a claim  processed?  The  applications  are  taken  to  the 
District  Office  (that's  the  focal  point  for  any  claimant  or  bene- 
ficiary) . The  District  Office  interview  is  not  terribly  compre- 
hensive. They  try  to  get  the  individual's  story  of  his  impairment 
and  particularly  his  medical  sources,  who's  treated  him,  etc.  They 
verify  the  non-medical  factors  of  eligibility  and  send  the  claim 
on  to  a state  agency.  There  is  one  in  each  state  and  they,  in  turn, 
will  contact  the  medical  sources,  get  the  medical  information,  and 
make  a decision  and  then  the  claim  is  processed  on  for  payment  or 
denial.  The  claimant  is  notified  of  his  appeal  rights.  There's 
a fairly  elaborate  appeals  process  in  the  system.  He  can  go  through 
the  administrative  process  and  up  through  the  courts  --  the  Federal 
courts  --  and  I'll  close  with  that. 

GUTHRIE:  I would  like  to  ask  you  — do  you  or  are  you  aware 

of  how  many,  if  any,  families  with  Huntington's  disease  have  come 
to  you  for  help? 

WALSH:  I'm  not  sure  that  we  have  all  of  them  labelled  as  such, 

as  I indicated.  There  was  a study  done  in  1969  and  1972.  I have 
some  statistics  on  that  — on  that  population  of  workers.  Now  this 
would  be  a select  group  of  disabled  workers.  It  was  .05  percent  in 
1969,  .06  percent  in  1972,  of  our  disability  beneficiaries  that  were 

identified  as  having  Huntington's  disease.  The  sampling  on  the 
first  study  was  about  350,000  — close  to  500,000  — beneficiaries 
and  this  year  with  173  cases  and  277  known  cases  in  1972. 

GUTHRIE:  Do  you  think  that  you  could  be  more  helpful  to  more 

people  if  more  people  knew  what  was  available  to  them? 
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WALSH:  That  has  always  been  one  of  the  concerns  of  the  Social 

Security  Administration  for  all  types  of  potential  claimants  and 
we  do  try  to  conduct  active  public  information  activities  that  will 
make  people  aware  of  their  rights  on  the  program. 

M.  WEXLER:  Just  a very  concrete  question.  I don't  know  whether 

you  can  answer  it.  A family  of  four  has  a father  who  earns,  let's 
say  $12,00  a year  and  the  mother  is  disabled  with  Huntington's  and 
requires  convalescent  home  care  on  what  is  substantially  a perma- 
nent basis.  Hospital  care  would  be  kind  of  irrelevant  at  this 
point.  She  needs  convalescent  home  care.  Would  that  family  be 
entitled  to  anything  under  that  Title  21 

WALSH:  Under  Title  2 — No. 

M.  WEXLER:  Under  Title  16? 

Walsh:  Under  Title  16  there's  a possibility.  It  would  vary 
from  state  to  state.  It  depends  on  resources  other  than  the 
income  and  I don't  really  know  enough  about  that,  but  that  is 
the  type  of  case  I tried  to  express  that  an  increase  should  be 
made  because  there  is  a possibility. 

Even  though  benefits  might  not  be  payable  under  the  program, 
in  some  states  they  might  offer  the  medical  services  that  Medicaid 
provisions  might  apply,  by  virtue  of  being  disabled  under  this  pro- 
gram. 


GUTHRIE:  It  is  my  understanding  that  there  is  that  middle 

group  that  does  not  qualify  for  Medicaid  or  the  other.  Either 
you're  too  rich  or  you're  too  poor  and  our  concern  is  in  that  mid- 
dle group.  What  can  we  do  for  that  middle  group  who  doesn't  want  to 
divest  themselves  of  every  penny  to  get  on  to  Medicaid  because 
there's  still  a family  that  has  to  be  supported? 

WALSH:  I guess  that's  one  of  those  things  you  have  to  get 

Congress  to  listen  to  and  it  also  can  be  done  at  the  individual 
state  level  because  there  are  variations  between  the  states  also. 

M.  WEXLER:  Thank  you  very  much. 


TESTIMONY  OF 
ALFRED  LA  RUE 

PHYSICAL  DISABILITIES  PROGRAM  SUPERVISOR 
MASSACHUSETTS  REHABILITION  COMMISSION 

LA  RUE:  I'd  like  to  precede  my  prepared  remarks,  which  are 

quite  similar  to  those  of  Mr.  Walsh,  by  making  reference  to  some 
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statements  made  by  Joan  Peterson  who  talked,  as  I understood  her, 
or  as  I gathered  from  her  conversation,  to  make  reference  to  the 
need  for  professional  education.  In  the  hour  and  fifteen  minutes 
that  I've  been  here  I think  I've  learned  more  about  Huntington's 
disease  than  I've  known  up  to  now. 

I've  been  in  the  profession  of  rehabilitation  for  13  years 
and, while  some  of  my  colleagues  may  take  exception,  I think  I 
could  safely  project  some  of  my  ignorance  on  to  them.  I think 
we  could  stand  an  educational  campaign  that,  perhaps,  the  Commis- 
sion could  assist  us  in  doing  because  as  Mrs.  Guthrie  said  — 
we  may  represent  potential  resource  which,  not  only  do  you  need 
to  know  about  but  which  we  need  to  be  receptive  to  and  outreach 
effectively  in  order  to  make  it  available  adequately  and  satisfac- 
torily to  you. 

My  agency  is  one  of  more  than  50.  There's  a vocational  re- 
habilitation agency  in  every  state  and  territory  of  the  United 
States  and  there  has  been  now  for  roughly  some  50  years.  Our 
purpose,  basically,  is  to  enable  individuals  whose  disabilities 
handicap  them  vocationally  to  attain,  retain  or  in  some  way  to 
successfully  readapt  their  lives  so  that  they  can  function  voca- 
tionally again,  or  for  the  first  time  in  some  cases.  We  do  this 
on  a highly  individualized  basis.  We  don't  make  our  judgments  with 
respect  to  a particular  disorder  saying  that  that  is  an  automatic- 
ally eligible  disability  and  so  do  we  not  rule  any  cases  out  and 
say  that  those  are  by  definition  too  severe.  It's  very  much  a 
functional  kind  of  application  that  goes  into  the  ultimate  deter- 
mination of  whether  an  individual  is  eligible  for  vocational 
rehabilitation  services.  There  must  be  the  presence  of  a physical 
or  mental  disability.  This  disability  must  constitute  a substantial 
work-related  handicap,  and,  perhaps  most  importantly,  must  be  one 
which  can  reasonably  be  expected  to  be  remedied  with  respect  to 
work  through  the  provision  of  services. 

Again,  a disability,  a medical  condition  (which  materially 
limits,  contributes  to  limiting,  or,  and  this  is  a very  gray  area, 
would  tend  to  limit,  activities  of  function) . So  that  must  be 
present  in  addition  to  which  it  must  produce  a substantial  handi- 
cap with  respect  to  work  and  be  positively  amenable  to  correction 
through  services. 

I think  some  of  the  other  important  concepts  that  might  be 
valuable  for  you  to  be  aware  of  are  the  fact  that  not  only  are 
determinations  of  eligibility  individually  made,  but  the  plans 
with  each  individual  are  very  much  tailored  to  that  individual 
so  there's  no  stock  array  of  services  that  are  prescribed 
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depending  upon  which  disability  group  you  might,  as  a handicapped 
individual,  find  yourself  within.  I think  the  very  value  of  the 
program  is  that  it  has  the  flexibility  to  pick  and  choose  among 
literally  an  infinite  array  of  medical,  vocational,  educational, 
social,  psychological,  and  psychiatric  services,  depending  upon 
the  judgments  of  the  individual,  the  counselor,  and  the  consul- 
tants that  we  might  ask  — what  they  feel  will  positively  contri- 
bute toward  an  individual's  ability  to  function  again  or,  perhaps, 
for  the  first  time  in  a job. 

To  expand  a little  more  on  the  array  of  services  that  are 
available:  They  include  counseling,  guidance,  medical,  psychiat- 

ric, psychological  treatment  of  the  full  variety,  vocational  train- 
ing and  education,  maintenance  during  our  rehabilitation  program, 
financial  assistance  with  the  cost  of  transportation,  again  under 
the  same  circumstances  while  in  the  program,  and  services  to 
family  members  of  the  same  type  that  would  be  made  available  to 
the  individual.  It  was  felt  that  by  failing  to  serve  those  fam- 
ily members,  we'd  be  significantly  impeding  the  successful  reha- 
bilitation of  the  individual  him  or  herself.  We  give  assistance  to 
starting  small  businesses,  in  the  form  of  stocks  and  supplies,  etc., 
and  placement  assistance.  And  something  that  the  federal  regulations 
call  "and  other  services"  which  may  be  required  to  enable  somebody 
to  attain  a vocational  objective.  Examples  of  those  might  include: 

1.  Home  modifications  (getting  in  and  modifying  the 
architectural  climate  within  the  home) 

2 . Driving  aids 

3 . Telecommunications  devices  for  persons  with  sensory 
loss . 

Those  are  some  of  the  other  types  of  services  that  we  could 
make  available. 

In  terms  of  what  is  meant  by  attain  a vocational  objective 
and  gainful  employment,  there  are  four  fairly  discrete  categories 
which  individuals  could  be  thinking  of  in  terms  of  what  is  possible 
for  them: 

1 . Traditional  competitive  employment 

2.  Sheltered  employment,  such  as  that  which  is  commonly 
available  within  sheltered  workshops 

3.  Homebound  employment  (either  self-run  businesses  at 
home  or  activities  done  within  the  home  under  the 
auspices  of  a larger,  or  perhaps  umbrella  organization) 

4.  Homemaking. 
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So  I think  for  anyone  who  can  respond  positively  by  saying 
there  is  a disability,  it  is  a substantial  handicap  and  with  the 
provision  of  services  I feel  I am  able  to  function  competitively 
in  a sheltered  setting,  at  home,  or  as  a homemaker,  it's  conceiv- 
able they  could  be  eligible  for  the  provision  of  services. 

There  are  means  tests.  I would  say  moderate.  I wouldn't  say 
generous  means  tests.  They  are  not  of  the  typical  welfare  degree, 
somewhat  more  generous  than  that,  but  we  do  look  at  the  individual's 
ability  to  fund  his  own  program.  However,  we  would  still  be  in- 
volved in  counseling,  guiding  and  helping  coordinate  and  making 
available  services  which  we  then  might  say  that  we  deem  you  able 
to  pay  for,  or  we  might  jointly  pay  for  them.  There  might  be 
things  that  the  individual  can't  pay  for  and  others  that  we  feel 
we  would. 

We  are  mandated  legally,  before  paying  for  services,  to  take 
advantage  of  such  prior  resources  as  Medicaid,  Medicare,  Blue 
Cross,  Blue  Shield,  and  other  similar  benefit  programs. 

Just  to  wrap  up  my  remarks  --  in  order  to  provide  services, 
particularly  of  a medical  treatment  type,  the  conditions  which  we 
would  be  attempting  to  respond  to  must  be  either  stable  or  slowly 
progressive.  The  service  must  be  expected  to  either  eliminate, 
reduce  or  contain  the  impact  on  the  individual's  functioning  and 
the  outcome  must  be  expected  to  be  attained  within  a reasonable 
period  of  time.  I thank  you. 

M.  WEXLER:  Well,  I think  I have  only  one  question.  I under- 

stand the  handicap  to  work  would  certainly  fit  Huntington's 
patients.  The  "amenable  to  correction"  is  the  area  of  my  question. 
Obviously,  if  amenable  to  correction  means  cure  then  that's  out. 

LA  RUE:  No,  no  --  perhaps  that  does  require  a little  more 

clarification,  I think.  We're  not  looking  necessarily  for 
clinical  change,  but  for  functional  change.  With  the  condition 
as  it  is,  what  can  the  individual  do.  Is  it  expected  that  the 
individual  would  be  able  to  function  in  one  of  the  four  areas 
that  I outlined,  with  the  condition  or  in  spite  of  it? 

M.  WEXLER:  Thank  you  very  much. 

N.  WEXLER:  What's  frequently  been  the  case,  however,  is  that 

programs  will  turn  away  HD  patients  even  though  they  may  be  able 
to  improve  for  some  period  of  time.  With  a progressive  disorder, 
they  won't  take  the  patient  in  the  program. 
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LaRUE:  I would  challenge  that  in  a general  sense.  I think 

if  we  talked  about  specifics  it  might  be  more  productive  and  I 
know  how  difficult  that  would  be  in  the  limited  time  we  have 
right  now.  I think  merely  because  it  is  progressive  by  definition 
should  not  rule  anyone  out,  but  rather  is  it  slowly  progressive, 
perhaps,  and  is  there  the  expectation  that  for  a reasonable  period 
of  time  the  individual  could  function  productively  and  I think  that 
is  the  key.  There  are  grievance  procedures. 

M.  WEXLER:  Thanks  a lot.  Could  we  now  have  Dr.  Nelson 

Butters,  Ida  Gold  and  Sondra  Everhart,  please?  Dr.  Butters,  please. 


TESTIMONY  OF 
NELSON  BUTTERS,  M.D. 

NEUROPSYCHOLOGIST,  BOSTON  VA  HOSPITAL 

BUTTERS:  I'm  Nelson  Butters.  I'm  a neuropsychologist  at  the 

Boston  VA  Hospital  and  in  the  Neurology  Department  at  Boston  Univ- 
ersity School  of  Medicine. 

For  a number  of  years  now  I've  been  concerned  with  the  cog- 
nitive and  memory  disorders  of  brain-damaged  patients--and  a number 
of  different  types  of  patients  and  populations.  In  recent  years 
I've  begun  to  work  with  Huntington's  disease  patients  in  terms  of 
analyzing  the  nature  of  their  intellectual  defects.  Presently  we 
are  working  on  using  these  various  tests  of  cognition  and  memory 
as  early  predictors  of  the  disorder,  but  I really  didn't  come  here 
to  talk  about  that  because  I thought  that  would  be  very  self-serving 
on  my  part,  but  rather  I came  here  to  really  second  what  I consider 
a really  well-presented  document  by  Joan  Peterson  on  the  need  for 
social  services  for  these  Huntington's  disease  patients. 

In  the  course  of  my  work  I've  seen  a large  number  of  Hunting- 
ton's disease  patients.  I've  gotten  to  know  their  families — I've 
gotten  to  know  them  and  I've  been  very  impressed  with  the  lack  of 
support  from  the  psychiatric,  psychology,  and  social  service  com- 
munities for  these  patients.  These  patients  go  through  tremendous 
anguish  and  anxiety — something  which  I think  people  who  don't  have 
the  threat  of  HD  hanging  over  their  heads  find  it  very  hard  to 
understand,  and  there's  virtually  no  help  available  for  them. 
Neurologists  generally  do  not  have  the  time  to  deal  with  the  kind 
of  social  and  personality  problems  that  present  themselves.  And 
as  I said  before,  nobody  who  specializes  in  this  city,  for  instance, 
in  psychology,  psychiatry  or  social  work — works  primarily  or  exclu- 
sively with  HD  patients. 

I think  that  one  of  the  things  that  this  Commission  can  do  is 
to  advise  Congress  to  provide  some  funds  for  such  social  service. 
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I think  such  an  individual — whether  it  be  a social  worker,  whether 
it  be  a psychologist,  whether  it  be  a psychiatrist — basically, 
can  not  only  help  in  the  early  diagnosis,  but  can  help  in  the 
management  of  the  patient,  management  of  family  problems,  prevent 
divorces,  deal  with  the  anxieties  of  the  children  who  are  at  risk, 
and  essentially  another  important  function  would  be  to  deal  with, 
or  to  intervene  in,  the  relationships  with  employers  of  patients 
who  have  HD . 

Now  I've  become  aware  of  a number  of  patients  who  are  very 
early  in  the  disease--that  have  just  been  diagnosed — these  are 
patients  38  to  40  years  of  age  who  are  very,  very  afraid  of  letting 
their  employer  know  that  they  have  the  disease.  These  people  can 
still  function  in  their  job,  can  probably  function  for  many  years. 

I would  guess  eight  to  ten  years  anyway  on  the  job  and  yet  they 
are  afraid  that  if  the  word  gets  out  that  they  will  be  fired  imme- 
diately. In  fact  one  case  that  was  especially  bothersome — the 
patient  had  asked  his  physician  not  to  bill  his  insurance  company, 
to  bill  him  directly  because  he  said  the  insurance  information 
would  get  back  to  his  company — it  was  a large  concern — and  he 
would  be  fired  if  it  was  known  that  he'd  been  treated  and  seen 
and  diagnosed  as  having  Huntington's  disease.  I feel  that  some- 
one who  is  a social  worker  or  a psychologist  working  full  time 
with  HD  problems  can  intervene  with  employers  and  educate  employers 
to  the  fact  that  a diagnosis  of  HD  doesn't  mean  that  life  is  over 
for  an  individual. 

Contrary  to  many  myths,  patients  with  HD  very  often  continue 
to  work  and  be  productive,  and  are  capable  of  being  productive  for 
many  years  after  the  diagnosis  is  made.  I feel  that,  in  addition 
to  what  Joan  Peterson  has  said,  an  important  function  of  such 
a person  would  be  this  type  of  intervention  with  employers. 

So  really  I've  come  here  just  to  second  what  Joan  has  said 
and  I think  this  should  receive  top  priority  in  terms  of  funding. 

A lot  of  the  mental  anguish,  a lot  of  the  anxieties  are  things  that 
can  be  handled,  but  there's  no  one  really  to  handle  them — no  one 
on  a full-time  basis.  These  patients  do  get  pushed  back  and  forth 
between  neurologists,  psychiatrists  and  no  one  really  wants  to 
handle  them--no  one  is  really  experienced  enough  to  deal  with 
them  as  a separate  population.  I think  it's  a very  inexpensive 
kind  of  investment  on  the  part  of  the  Government  to  provide  three 
or  four  social  service  type  people  in  each  area  of  the  country. 

I think  this  would  do  a great  deal  for  the  quality  of  life  of 
the  people  with  the  disease  and  the  quality  of  life  of  the  people 
who  are  at  risk,  and  I hope  you'll  make  that  a top  priority. 
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M.  WEXLER:  Do  you  have  any  feeling  about  the  qualifications, 

the  type  of  person  who  would  best  serve? 

BUTTERS:  Well,  I think  there  are  two  types  of  people  who 

basically  could  handle  it.  I think,  as  Joan  Peterson  pointed 
out,  social  workers  could  handle  this.  I think  clinically  oriented 
psychologists  could  handle  this.  I think  those  are  the  two  people 
probably  most  predisposed  by  training  to  be  able  to  deal  with  this 
type  of  problem.  I have  less  enthusiasm  for  the  idea  of  psychia- 
trists handling  this.  I think  most  psychiatrists  by  training  are 

not  interested  in  this  type  of  problem  and  didn't  go  into  psychia- 

try to  handle  this  type  of  problem.  I think  that  psychologists 
and  social  workers  are  more  general  in  the  type  of  patient  that 
they're  willing  to  deal  with,  and  I think  that  they  are  probably 
better  for  this  type  of  patient  management. 

M.  WEXLER:  Would  you  think  also  that  the  development  of  some 
kind  of  literature  that  could  be  used  by  these  personnel  would  be 
valuable . 

BUTTERS:  I think  a lot  of  it  you  just  learn  by  doing.  I'm 

a big  believer  that  graduate  training  is  an  apprenticeship  train- 
ing, and  I think  just  being  around  the  patients  and  seeing  what 
their  problems  are  teaches  you  very  quickly.  I think  that's  a 
better  education  than  any  kind  of  a formal  course  material  on  the 

nature  of  the  disease.  I feel  that  just  teaching  the  nature  of 

the  disease  is  not  going  to  totally  prepare  you  for  the  kinds  of 
problems  they  present  to  you  in  their  everyday  life. 

M.  WEXLER:  What  I really  meant  was  that  some  very  simplified, 
very  elementary  kind  of  presentation  that  could  be  utilized  by 
these  personnel  to  present  to  employers,  etc. , and  the  general 
public . 

BUTTERS:  Oh  sure.  Oh  yes,  for  the  employers — right.  I've 

seen  one  patient  who  is  a dentist  who  now  has  the  disease  and,  you 
know  this  man  is  very  concerned  obviously  for  his  profession  and 
there's  no  way  to  counsel  this  man.  This  is  obviously  a very  bright 
man  who  could  do  many  different  things.  There's  no  one  who  can 
handle  his  case  and  sort  of  advise  him  or  help  him  find  alternative 
careers.  This  man  will  probably  be  able  to  function  quite  well  for 
the  next  ten  or  15  years  and  yet  this  man  essentially  is  going  to 
be  pushed  into  unemployment  and  there's  just  no  one  to  deal  with 
the  problem.  I hate  to  say  this  but  I think  even  before  research 
into  the  cause,  I'd  rather  see  a priority  placed  on  this  type  of 
service  which  is  of  immediate  benefit  to  the  patients.  Because 
these  are  things  that  we  can  do  right  now  and  help  them  with  right 
now.  Research  is  something  in  the  future,  it's  a promise,  it's  a 
hope,  but  this  type  of  thing  would  greatly  improve  the  quality  of 
life  immediately  for  these  patients. 
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GUTHRIE:  I'm  sorry — I didn't  hear.  I hear  the  words 

"quality  of  life"  and  I am  so  pleased  to  hear  you  say  that 
because  I believe  that  too  many  patients,  who  in  the  early 
stages  have  not  been  given  the  opportunity  to  grow  and  utilize 
what  they  do  have,  but  I would  question  you  and  ask — Don't 
you  think  it  would  be,  or  have  you  any  thoughts  about  not 
specifying  one  or  two  kinds  of  individuals  wno  could  be  help- 
ful to  a patient  and  family?  Don't  you  think  it  would  be  bet- 
ter to  have  a whole  team  of  people  from  various  social  agencies 
and  various  backgrounds  to  handle  the  variety  of  problems  that 
exist  in  this  kind  of  a family  and  in  the  community  itself? 

BUTTERS:  Yes.  I think  on  a theoretical  level  that's  true. 

I guess  my  only  response  to  that  is  that  I work  for  the  Federal 
Government  basically  since  I 've  been  out  of  graduate  school  and 
I've  become  very  mistrusting  of  bureaucracies  and  when  you  talk 
about  a lot  of  people  and  spreading  responsibility  out  around  a 
lot  of  people  you're  talking  about  bureaucratic  interactions  which 
in  the  long  run  could  nullify  any  of  the  positive  effects.  I think 
if  we  have  one  or  two  people  basically  involved  or  saying,  this  is 
our  job,  we're  working  with  Huntington's  disease  patients,  that's 
what  we  do  for  a living — that's  our  basic  function  in  life  is  to 
serve  these  people,  I think  there  will  be  more  direct  and  imme- 
diate gains  to  the  people  than  spreading  the  responsibility  out 
over  a lot  of  people  who  are  also  doing  other  things.  I just  mis- 
trust bureaucracies. 

M.  WEXLER:  Thank  you  very  much,  Dr.  Butters.  Ida  Gold. 


TESTIMONY  OF 
IDA  GOLD 

STOUGHTON,  MASSACHUSETTS 

GOLD:  My  name  is  Ida  Gold  and  I'm  a wife  and  a mother  of  four 

children.  Their  ages  are  31,  26,  23, and  11  years  and  this  is  my 
reason  for  being  here  today.  I'll  follow  along  the  same  lines 
that  Dr.  Butters  did, and  I had  to  really  agree  with  what  he  said. 

My  husband  was  once  a very  successful  businessman,  respected 
by  many,  and  is  suffering  from  this  disastrous  disease  called 
Huntington's  disease.  It  is  a slow  and  agonizing  torture  to  watch 
a man  whose  personality  and  physical  and  mental  ability  was  such 
that  he  was  a leader  in  all  things  he  attempted.  When  he  entered 
a room  occupied  by  his  friends  and  acquaintances  they  were  imme- 
diately drawn  to  him  and  he  usually  occupied  the  center  of  atten- 
tion . 
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Now  he  is  often  mistaken  for  a disheveled  drunk.  Our  life 
together  with  our  children  was  everything  a healthy,  growing 
family  could  want.  My  husband  had  achieved  his  dream  to  become 
the  owner  of  a successful  retail  carpeting  business.  Our  oldest 
daughter  had  just  graduated  from  the  college  of  her  choice  and 
our  middle  son  was  still  in  college  when  disaster  struck.  My  husband] 
began  to  have  trouble  emotionally  and  could  not  handle  his  custom- 
ers. He  had  no  patience  with  people  when  they  came  into  our  busi- 
ness. He  began  losing  his  temper  there  and  at  home  and  he  became 
a changed  man.  At  one  point  he  bodily  threw  a man  out  of  the  store 
when  there  was  a disagreement  between  them. 


From  a loving  husband  and  father  he  became  a man  who  was  com- 
pletely disinterested  in  his  family.  He  would  not  participate  in 
anything  that  we  tried  to  do  together — not  even  to  holding  our 
young  son  who  was  born  to  us  a few  years  earlier.  We  became 
frightened  and  desperate,  and  we  went  to  see  two  different  neuro- 
logists at  that  time,  both  of  whom  diagnosed  him  as  having  Hunting- 
ton's disease.  From  then  on  our  lives  began  going  downhill.  My 
husband  entered  into  a deep  state  of  depression,  he  would  not  leave 
our  home  to  go  to  work  or  for  that  matter  to  go  anywhere  else.  He 
lost  all  confidence  in  himself,  we  were  forced  to  sell  our  business, 
and  he  became  disabled. 


The  financial  loss  forced  us  into  a different  life  style 
which  was,  and  still  is,  difficult  to  accept.  We  stopped  seeing 
our  friends  and  isolated  ourselves  socially.  Eventually  we  had  to 
tell  the  children.  How  to  tell  them.  If  at  that  time  we  had  had 
a trained  social  worker,  or  a patient-service  coordinator  who  under- 
stood our  problems,  the  tragedy  which  followed  would  probably  have 
been  lessened  to  some  degree.  When  told, my  oldest  son  became  ter- 
rified and  eventually  became  emotionally  disturbed.  He  became 
convinced  that  he,  too,  had  Huntington's  disease  and  began  to  imitate 
my  husband's  behavior.  He,  who  as  a youngster  had  been  in  gifted 
children's  classes  and  the  first  few  years  of  college  was  an  honor 
student,  graduated  from  college  with  great  difficulty  and  under 
the  care  of  a psychiatrist.  He  eventually  suffered  a nervous 
breakdown  and  during  the  five  years  which  have  since  elapsed  has 
had  seven  hospitalizations,  five  of  them  in  state  hospitals. 
Although  he  does  not  have  Huntington's  now,  his  fear  of  it  has 
caused  him  tremendous  suffering  and  has  ruined  the  years  which 
would  have  been  among  the  most  productive  for  him. 


My  two  daughters,  who  are  now  married,  have  aliented  them- 
selves from  their  brother.  There  is  no  more  of  the  wonderful 
family  we  once  were.  Instead  we  are  a family  torn  apart  living 
in  terror  of  this  horrible  disease.  I live  with  guilt  from  day 
to  day  with  the  knowledge  of  what  we  have  done  to  our  children  by 
bestowing  upon  them  the  probable  inheritance  of  Huntington's 
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disease.  I see  my  children's  resentment  because  there  has  been  a 
role  change  in  my  family.  My  husband  can  no  longer  be  the  head 
of  the  household  that  they  were  used  to  having.  Instead  he's  like 
a child.  All  decisions  are  made  by  me.  I'm  the  sole  disciplinarian 
of  our  young  son,  who  is  also  frightened,  angry,  and  confused. 

My  family  is  not  unique.  I am  sure  that  all  of  Huntington's 
families  have  endured  their  own  private  hell  in  dealing  with  this 
disease.  We  need  desperately  the  services  of  a trained  patient- 
service  coordinator  or  a social  worker  to  help  our  family  at  a time 
when  there  is  frustration,  confusion,  and  despair.  No  volunteer 
could  have  done  the  work  that  the  social  worker  who  was  employed 
by  the  Committee  to  Combat  Huntington's  Disease  for  a short  time 
did.  She  helped  our  family  at  a time  when  our  lives  were  in  com- 
plete chaos.  She  was  instrumental  in  cutting  through  much  red 
tape  and  enabling  my  son  to  receive  excellent  treatment  at  Univer- 
sity Hospital  so  that  he  no  longer  had  to  be  confined  in  a state 
hospital . 

I hope  that  sharing  this  part  of  my  life  with  you  today  has 
established  how  urgently  we  need  your  help.  Thank  you. 

M.  WEXLER:  Thank  you  very  much. 

GUTHRIE:  Ida,  we  appreciate  your  coming  because  you're  empha- 

sizing for  all  of  us  the  need  for  NOW — what  do  we  have  to  do  NOW, 
let  alone  the  research  which  is  on-going,  and  we  appreciate  this 
kind  of  testimony. 

M.  WEXLER:  I would  feel  very  remiss  if  I didn't  say  one  word 

about  the  fact  that,  and  I have  to  be  careful  about  saying  it, 
that  there  is  on-going  research  right  now  of  such  critical  impor- 
tance that  one  must  cautiously  say  that  they  are  seen  now  to  be 
for  the  first  time  developing  leads  of  some  solidity  that  offer, 
and  I am  putting  it  as  cautiously ...  a little  hope.  Okay.  Because 
I'm  deeply  moved  by  what  you  said,  I need  now  to  communicate  that 
to  you.  Thanks  for  coming.  Sondra  Everhart. 


TESTIMONY  OF 
SONDRA  EVERHART 

DIRECTOR,  GENETIC  DISEASES  PROGRAM 
AUGUSTA,  MAINE 

EVERHART:  The  other  day  I was  reading  through  the  legislation 

that  created  this  Commission  and  I was  moved  by  the  awesome  respon- 
sibility that  you  have  and  I think  it's  all  put  into  one  statement 
and  that  is  you  have  been  given  an  awesome  responsibility--that  of 
developing  a comprehensive  national  plan  for  the  control  of  Hunting- 
ton's disease.  For  the  next  few  minutes  I will  present  a brief 
summary  of  a unique  approach  to  reduce  the  genetic  disease  burden. 
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The  State  of  Maine  Genetic  Disease  Program  was  established 
in  1972  to  design  and  implement  a statewide  preventive  program  to 
reduce  the  burden  of  genetic  disease  in  Maine.  The  key  words  in 
that  statement  are  prevention  and  burden.  No  cure  is  available 
or  foreseeable  for  the  majority  of  known  genetic  diseases.  At 
present,  a preventive  approach  is  the  only  available  means  to 
reduce  the  burden  of  genetic  disease. 

Due  to  Maine's  large  geographic  area,  our  relatively  stable 
population,  and  the  lack  of  a large  medical-genetics  facility, 
the  decision  was  made  to  design  a model  program  to  research  one 
disease  at  a time.  This  systematic  outreach  approach  allows  for 
the  identification  of  persons  at  risk  for  transmitting  a particular 
condition  and  allows  for  the  development  of  appropriate  services 
to  cope  with  the  condition  once  the  need  for  those  services  becomes 
apparent . 

The  Model  Program  I we'll  be  detailing  was  designed  to  researct 
genetic  diseases  on  a statewide  basis.  Although  hemophilia  was  the 
model  program,  we  have  since  used  the  system  to  approach  Down's 
syndrome  and  neural  tube  defects.  The  systematic  approach  could, 
with  relative  ease,  be  applied  to  Huntington's  disease.  With  that 
in  mind,  I will  describe  the  Hemophilia  Model  Program. 

The  disease  selected  for  the  model  program  had  to  exhibit  the 
following  characteristics: 

a)  be  unencumbered  by  environmental  influences 

b)  have  a definite  mode  of  inheritance 

c)  have  a high  probability  that  all  affected  persons 
are  known 

d)  be  easily  diagnosable  and  undesirable  by  society's 
standards . 

Hemophilia  (Factor  VIII  and  IX  deficiencies)  has  these  charac- 
teristics and  was  the  disease  selected  for  the  first  model  program. 

The  Hemophilia  Model  Program  was  designed  with  the  following 
stages : 

1.  Identify  the  index  case  (affected  individual). 

2.  State  and  local  public  health  nurses  who  had  received 
training  in  constructing  genealogies  interviewed  each 
of  the  identified  families  and  with  the  families'  help 
constructed  their  genealogies. 

3 . The  genealogies  were  analyzed  by  a population  geneticist 
to  identify  those  persons  at  risk  of  transmitting  the 
condition . 
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4 . Persons  identified  as  being  at  risk  were  contacted 
by  Program  staff  and  offered  diagnostic  testing  and 
genetic  counseling  services. 

5.  Following  the  appropriate  tests  and  the  genetic 

counseling,  a post-counseling  visit  is  made  to  each 
family  to  determine  if  the  family's  needs  have  been 
satisfied . 

It  is  important  that  I mention  that  Program  policy  adheres 
to  strict  bounds  of  confidentiality,  that  participation  in  the 
Project  is  on  a voluntary  basis,  and  that  the  family  physician 
is  involved  to  the  extent  the  family  desires. 

Public  and  professional  support  for  the  Program  has  been 
excellent.  Physicians  can  provide  the  treatment  for  the  affected 
persons,  but  do  not  have  the  time  or  personnel  for  preventive 
services,  that  of  contacting  and  counseling  the  at-risk  relatives. 
For  this  reason,  physicians  enthusiastically  support  the  Program 
as  an  extension  of  their  services. 

The  Program  is  funded  by  the  Bureau  of  Health  with  monies 
to  provide  the  necessary  diagnostic  testing  and  genetic  counseling 
services . 

During  the  first  two  years  of  the  Program  we  learned  that 
genetic  counseling  is  a low  priority  to  families  where  a genetic 
disease  such  as  hemophilia  or  Huntington's  disease  has  been  pre- 
sent for  a number  of  generations.  We  also  found  many  cases  where 
both  parents  were  working  and  that  many  families  had  to  travel  well 
over  an  hour  to  one  of  the  two  genetic  counseling  facilities.  In 
an  effort  to  solve  these  problems,  the  genetic  counseling  phase  of 
the  program  was  reviewed  and  revised. 

Fifteen  physicians,  primarily  obstetricians,  pediatricians, 
and  hematologists,  were  selected  to  provide  genetic  counseling 
for  the  statewide  project.  They  were  selected  because  of  their 
geographic  location  and  their  expressed  interest  in  human  genetics. 

The  genetic  counseling  physicians  are  responsible  for  provid- 
ing genetic  counseling  to  families  involved  with  the  Hemophilia 
Program  as  well  as  the  Down's  Syndrome  Project  and  the  Neural  Tube 
Defects  Project.  By  geographically  selecting  the  counseling  phy- 
sicians we  reduced  the  travel  time  for  families  in  rural  Maine, 
while  at  the  same  time,  increasing  family  motivation  by  making 
genetic  counseling  more  readily  available. 

A genetic  counseling  physician  workshop  was  held  for  the 
fifteen  selected  physicians  to  provide  a review  of  human  genetics, 
a report  on  available  laboratory  tests,  and  an  outline  of  what 
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constitutes  good  genetic  counseling  for  each  condition.  The 
Bureau  of  Health  agreed  to  pay  for  genetic  counseling  services  i 

for  families  involved  in  the  disease  projects  if  the  counseling  | 

was  provided  by  a physician  who  attended  this  workshop.  ' 

Prior  to  a genetic  counseling  session,  the  area  genetic  [ 

counseling  physician  receives  from  the  Program  a genealogy,  a 
list  of  probability  estimates,  a copy  of  all  test  results,  and  ■ 

relevant  comments  regarding  the  family's  level  of  awareness.  ; 

After  the  genetic  counseling  session,  or  sessions,  the  counseling  ' 
physician  submits  a bill  along  with  a written  summary  of  the  coun- 
seling session.  A copy  of  the  summary  is  sent  to  the  family 
along  with  a copy  of  their  genealogy. 

A post-counseling  visit  is  made  by  Program  Staff  four  to 
six  weeks  after  the  genetic  counseling  session  or  sessions.  The 
purpose  of  the  post-counseling  visit  is  to: 

L 

1.  Review  the  genealogy  and  the  written  summary.  | 

2.  Assess  if  the  family's  needs  have  been  satisfied. 

3.  Determine  need  for  further  counseling  at  a later  , 

date . 

The  question  of  quality  control  is  often  raised  in  a discus-  [ 
sion  on  genetic  counseling.  We  feel  that  we  have  achieved  an 
appropriate  level  of  quality  control  by  providing  special  train- 
ing for  the  selected  counseling  physicians,  by  requiring  a writ-  j 

ten  summary  of  the  counseling  session,  and  by  the  use  of  post- 
counseling visits  to  the  family. 

The  counseling  phase  of  the  Program  has,  thus  far,  received 
positive  feedback  from  the  families  and  physicians  involved.  The 
Bureau  of  Health  is  interested  in  providing  services  to  people  who 
need  them.  The  systematic  approach  to  genetic  disease  service  and 
education  identifies  those  persons  in  need  and  provides  appropriate 
genetic-disease-related  services.  To  emphasize  this  matter,  I would  ; 
point  out  that  when  the  Hemophilia  Model  Program  was  established  in  | 
1972,  there  were  28  identified  hemophiliacs  receiving  adequate 
treatment  services,  but  minimal  preventive  services.  Through  the 
direct  efforts  of  the  Program  Staff,  the  Public  Health  Nurses, 
private  physicians  and  the  continued  support  of  the  hemophilia  ‘ 

families,  in  August  of  1976,  124  hemophiliacs  and  279  known  and 
at-risk  carriers  of  the  hemophilia  gene  have  been  identified.  The 
important  data  is  that  211  individuals  involved  in  the  Program  have 
received  diagnostic  testing  and  genetic  counseling  services.  This 
does  not  imply  an  increase  in  the  incidence  of  hemophilia  in  Maine; 
but  rather,  an  increase  in  the  number  of  persons  receiving  diagnostic, 
and  preventive  services. 
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The  intent  of  this  presentation  is  to  provide  you  with  a 
proven  model  that  can  be  adapted  to  reduce  the  burden  of  Hunting- 
ton's disease.  Of  importance  at  this  stage  is  support  from  you 
to  develop  an  accurate  early  diagnostic  test.  Once  that  test  is 
available,  a systematic  approach  to  Huntington's  disease  can  be 
implemented . 

M.  WEXLER:  I wonder  if  I could  ask  just  brief  questions.  The 

15  physicians  you  referred  to,  are  they  volunteers?  or  are  they 
paid  by  the  state? 

EVERHART:  We  pay  them  per  session. 

M.  WEXLER:  Per  session.  Do  you  have  problems  of  confidentiality 

in  terms  of  communicating  information  about  patients? 

EVERHART:  No.  We  never  had  any  problems  so  far.  If  you  live 

in  a particular  area  of  Maine,  you  get  your  choice  of  which  physi- 
cian you  would  like  to  go  to  for  counseling.  The  Public  Health 
nurses  have  given  us  a tremendous  amount  of  help  and  Public  Health 
nurses  are  in  the  town  anyway.  They've  known  the  family  for  years 
and  they're  very  comfortable  with  the  families  and  families  tend  to 
look  to  them  for  help.  So  this  has  been  of  great  help.  There  were 
some  problems  initially.  I don't  know  how  familiar  you  are  with  the 
social-economic  problems  of  hemophilia,  but  the  hemophiliacs  were 
concerned,  as  I believe  you  mentioned,  with  the  insurance  companies 
finding  out  and  that  sort  of  thing.  Being  a state  employee  I can  not 
release  any  information  without  the  written  permission  of  the  family. 

We  also  cannot  contact  other  family  members  without  the  written 
permission  of  the  first  family — the  index  family. 

GUTHRIE:  I would  point  out  that  I am  very  delighted  to  hear 

of  your  program,  however,  I would  see  certain  problems  with  Hunt- 
ington's disease  that  do  not  exist  in  hemophilia  in  that  in  hemo- 
philia you  at  least  have  some  positive  things  to  offer.  The  family 
with  Huntington's  disease  might  be  a little  more  reluctant  to  come 
forward  to  take  your  services. 

EVERHART:  This  is  why  I stress  that  the  need  for  an  early  and 

accurate  diagnostic  test  is  so  important  and  why  we  are  also  doing 
Downe ' s syndrome,  etc. 

N.  WEXLER:  Do  counseling  sessions  consist  of  one  session  and 

is  there  any  ongoing  support  help  to  enable  the  family  to  deal 
with  the  counseling  information? 

EVERHART:  When  I said  the  word  "session"  I meant  to  say  one 

or  more  sessions.  This  decision  is  made  between  the  physician 
and  the  family.  We  will  pay  for  three  sessions  without  any 
question  and  if  more  sessions  are  needed,  the  physician  and  the 
public  health  nurse  and  the  family  get  together  and  if  they  feel 
that  they  would  like  more  information,  they  can  receive  it. 
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I think  the  strong  point  of  the  program  is  requiring  that  the 
physician  prepare  a written  summary  to  be  given  to  the  family. 
This  way  if  they  leave  the  state  of  Maine — the  most  expensive 
part  of  genetic  counseling  is  the  genealogy,  and  they  have  that 
with  them.  They  have  the  written  summary.  If  a discussion  comes 
up  later,  they  can  refer  to  that.  We  are  not  requiring  people  to 
sit  for  half  an  hour  and  learn  about  their  genotype  and  expect 
them  to  remember  it  six  months  later,  plus  the  follow  up,  etc. 

M.  WEXLER:  Thank  you  very  much.  I thank  all  the  witnesses. 

Could  we  have  the  last  group  and  this  time  all  four.  Because 
we  are  running  a little  bit  late,  let's  have  all  four  witnesses 
and  one  of  the  witnesses  might  be  willing  to  testify  after  lunch, 
but  let's  have  them  up  here.  To  begin  with  I would  like  to  have 
Dr.  Robert  Snodgrass,  Dr.  Michael  Williams,  Ellen  Marcus,  and 
Lynn  Bates.  Dr.  Snodgrass  want  to  start  things  off? 


TESTIMONY  OF 
ROBERT  SNODGRASS,  M.D. 

DEPARTMENT  OF  NEUROLOGY 
CHILDREN'S  HOSPITAL  MEDICAL  CENTER 

SNODGRASS:  I'll  try  to  be  brief  because  there  are  a lot  of 

people  who  have  worthwhile  things  to  say,  and  I'm  impressed  with 
the  different  emphases  that  people  have  which  are  very  useful. 

One  of  the  problems  here  is  one  of  perspective  in  that  there  are 
a number  of  different  needs. 

I will  just  say  that  I am  a neurologist,  an  M.D.  who  is  a 
research  person  whose  primary  research  effort  is  devoted  to  neuro- 
transmitters and  related  diseases,  and  I do  some  studies  in  animals 
that  have  a disorder  somewhat  like  Huntington's  disease--only 
somewhat.  As  a research  person,  naturally,  you  wouldn't  be  sur- 
prised if  I said  there  is  a need  for  more  money  for  research.  But 
what  I want  to  tell  you  is  the  problem  here  is  really  people — what 
I mean  by  that  is  people  who  do  research  and  people  who  provide 
the  social  and  clinical  services  that  we  were  talking  about.  I 
might  just  take  a moment  to  point  out  what's  happened  in  the  mental 
retardation  field. 

In  the  mental  retardation  field,  the  Government  stepped  in  in 
the  go's  with  a lot  of  money,  but  there  were  no  long-term  commit- 
ments and  the  institutions,  such  as  Children's  Hospital  where  I 
work,  took  on  people  who  were  being  paid  by  this  money  to  provide 
principally  social  service,  the  kind  of  help  and  counseling  that 
Mrs.  Gold,  for  instance  so  nicely  brought  out  the  need  for.  Well, 
what  happened  was  that  within  a year  or  two  that  money  disappeared. 
Then  the  hospitals  were  left  attempting  to  get  the  salaries  of 
these  individuals  from  patient  charges.  The  patients  don't  have 
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the  money.  They  can't  provide  the  salaries  for  the  personnel 
who  are  needed  so,  first  of  all,  at  the  social  and  clinical  end 
there  is  a need  for  people  whose  salaries  do  not  depend  upon 
patient  charges.  Second,  they  have  to  be  stable — not  in  per- 
petuity, but  stable  for  more  than  a year  or  two.  This  business 
of  year-by-year  anxiety  means  that  most  good  people  who  can  get 
a job  elsewhere  quit.  The  people  who  stay  tend  to  be  too  much 
the  people  who  can't  get  a job  elsewhere.  Now  I'd  like  to  point 
out  that  the  same  phenomenon  operates  in  the  basic  research  end 
and  I would  agr^e  that,  as  Dr.  Wexler  implied,  there  is  a 
lot  of  basic  research  being  done  but  there  is  a big  gap  between 
basic  research  and  clinical  needs,  precious  few  people  who  are  try- 
ing to  bridge  that  gap  and  one  of  the  problems  is  that  salaries  are 
very  unstable  in  this  field.  I know  numerous  people  who  have  work- 
ed with  me  who  have  gotten  out  of  it  simply  because  they  don't  like 
to  face  the  thought  that  next  year  their  salary  can  disappear. 

So  I think  money  should  be  available  and  I think  it  should 
be  available  both  for  basic  research  and  for  clinical  and  social 
needs  and  I think  most  of  that  money  should  go  for  salaries  and 
should  go  for  salaries  which  are  guaranteed  for  at  least  three  or 
four  years,  if  not  more,  so  that  there  isn't  this  problem  of  the 
money  disappearing  in  a year  or  two  and  everything  falling  down. 
This  has  happened  with  a lot  of  the  mental  retardation  effort. 
That's  an  area  that  I think  we  should  learn  from. 


Second,  and  I would  just  say  very  quickly  there  are  a num- 
ber of  neurological  diseases  which  are  rather  similar  to  Hunting- 
ton's disease — not  quite  so  dramatic  in  that  many  of  them  have  an 
onset  earlier  so  the  reproductive  issue  isn't  quite  as  severe,  but 
for  instance  this  morning  I saw  a patient  who  has  a form  of  what 
we  call  spinal  cerebular  degeneration  whose  children  are  very  upset 
because  they  wonder  if  they  are  going  to  develop  this.  It's  a 
disease  somewhat  like  Huntington's  disease--a  miserable  thing  to 
have, and  I think  we  could  get  more  bang  for  our  bucks  if  we  pool 
together,  not  all  the  diseases  in  the  world,  but  these  hereditary 
diseases  that  affect  the  nervous  system  and  particularly  those 
where  mental  incompetence  is  a feature  because,  as  brought  out  by 
Dr.  Butters,  most  of  these  people  really  need  help  occupationally — 
many  of  them  can  work,  but  the  present  situation  is  bad.  I think 
I'll  stop. 

M.  WEXLER:  Terrific,  Bob.  I want  to  ask  a question  that  I'm 

mostly  going  to  ask  Mike  Williams  and  it  really  intrigues  me. 

You  talked  about  getting  people  in  the  area  of  social  and  clinical 
help  and  you  talked  about  salaries  that  could  support  basic  re- 
searchers over  a period  of  time.  Because  of  your  experience 
and  Mike's  experience,  I'd  like  to  ask  you--I'm  sure  we 
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can  get  these  people  who  are  interested  in  doing  clinical  service 
and  I'm  sure  that  there  are  all  kinds  of  people  who,  if  they  had 
a basic  research  program  would  be  delighted  to  have  some  kind  of 
funding.  How  do  we  capture  the  minds  and  imaginations  of  the 
people  who  are  going  to  invest  themselves  and  invest  their  interests 
in  basic  research?  What  kind  of  program  would  you  suggest  there? 

SNODGRASS:  Well,  I don't  think  there's  a tremendous  need 

there  in  terms  of... I don't  think  people  are  unaware  of  these 
problems.  I think  it  would  help,  of  course,  if  there  were  mecha- 
nisms whereby  people  who  were  interested  could  know  that  there 
could  be  some  opportunity  to  get  an  award  which  would  pay  their 
salary  for  a good  while,  but  one  of  the  things  that's  operating 
in  our  favor  here  is  that  the  number  of  Ph.D.'s  and  M.D. 's  being 
produced  in  this  country  is  very  large.  We  don't  have  a deficit 
of  such  people.  It's  partly  the  deficit  of  opportunities  and, 
particularly,  with  regard  to  M.D.  researchers.  I've  had  several 
junior  people  who  worked  with  me  who  said,  "To  hell  with  it  all.  I'll 
go  out  into  private  practice,"  which  is  not  bad--I'm  not  opposed  to 
private  practice,  but  those  people  have  never  done  any  research 
since  then,  and  I think  the  interest  is  there  in  many  cases. 

M.  WEXLER:  I'm  curious  whether  a participation  in  the  Workshop 

Program  on  Huntington's  disease  seemed  to  you  to  be  a mechanism 
which  might  capture  the  minds  and  imaginations  of  some  really  good 
basic  researchers? 

SNODGRASS:  Yes,  I would  say  definitely  that  would  help  and 

I think  particularly  if  it  were  broadened  slightly  to  bring  in 
some  of  these  similar  diseases  where,  not  only  the  research  stra- 
tegies have  got  to  be  similar,  but  the  social  and  health  care  pro- 
blems that  patients  face  are  very  similar.  I think  yes. 

GUTHRIE:  I just  have  to  comment  because  I agree  so  whole- 

heartedly with  you  on  the  need  for  bringing  in  the  other  diseases. 

I think  the  problem  there  is  that  the  people  are  so  concerned 
with  their  own  problem  that  they  can't  see  the  forest  for  the  trees 
and  I think  your  statement  is  of  great  importance  in  educating  the 
public  and  the  Congress  that  we  in  this  Commission  are  aware  of 
the  fact  that  this  disease  is  only  a prototype  for  what  we  hope 
will  eventually  include  other  agencies,  other  diseases,  other 
families,  and--I  believe  you're  shaking  your  head  in  support  of 
this--that  we  must  address  ourselves  to  the  whole  problem  of 
genetic-neurological  deterioration . 

N.  WEXLER:  I have  one  question.  I think  the  problem  of 

salaries  is  a difficult  one  because  private  foundations  don't  like 
to  fund  salaries,  everybody  doesn't  like  to  fund  a salary,  and  I 
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wonder  if  it  would  be  possible  (I'm  trying  to  tie  in  some  sugges- 
tions John  Growdon  made  earlier  in  the  day  about  need  for  more 
clinical  research  centers)  to  have  some  beds  in  research  units 
which  could  function  together.  I know  that  you.  Bob,  have  talked 
to  me  before  about  having  some  way  in  which  we  could  collect  clini- 
cal data  in  a more  organized  fashion  so  that  the  clinical  history 
of  the  patients  could  be  done  in  a routine  fashion. 

Would  it  be  possible  to  conduct  some  kind  of  a clinical  re- 
search center  connected  perhaps  to  an  ongoing  chronic  care  unit, 
with  salaries  funded  from  that  center  so  that  as  long  as  the  per- 
son is  working  for  that  center  in  a care  or  research  capacity, 
he  or  she  would  be  salaried?  So,  it  wouldn't  be  dependent  on 
that  individual,  per  se,  but  the  Government  would  fund  that 
research  unit  to  pay  out  salaries.  Totally  naive — it's  just  a 
thought  that  occurred  to  me  now. 

SNODGRASS:  No,  it's  not  totally  naive,  but  I think  many  out- 

siders do  not  realize  the  terrific  crunch  that  hospitals  are  facing 
nowadays.  If  there  is  not  a good  deal  of  money  explicitly  ear- 
marked for  salaries,  the  hospitals  will  just  drop  these  people. 
We've  seen  it  happen  too  many  times  so  I think  a regional  program 
that  had  a regional  center — I don't  know  how  many  regions  the 
money  would  be  available  for — would  be  rational. 


TESTIMONY  OF 
MICHAEL  WILLIAMS,  M.D. 

HARVARD  MEDICAL  SCHOOL 

WILLIAMS:  I'm  an  M.D.-Ph.D.  who  does  basic  research  and  I 

also  care  for  patients.  My  interest  is  primarily  in  genetic 
disease  and  genetic  diseases  which  are  autoimmune  in  nature. 

This  includes  cancer  and  many  of  the  kinds  of  diseases  that  are 
affecting  the  nervous  system. 

I,  too,  have  a personal  pitch  to  make  for  basic  research  in 
my  own  particular  interests,  however,  I will  spend  my  few  minutes 
describing  something  that  I think  is  a little  more  relevant  to 
your  task  of  convincing  Congress  to  take  a better  look  at  what  is 
being  done  in  basic  research.  The  field  that  I have  training  in 
is  immunology.  We  find  it  very  difficult  in  immunology  to  describe 
our  role  in  basic  research  and  patient  care  in  a fashion  that  can 
be  understood  by  the  lay  public,  and  if  one  examines  the  funding 
for  immunology,  it's  often  quite  far  down  the  list  compared  to 
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other  types  of  funding.  It  was  a rather  big  advantage  to  have  the 
recognition  of  cancer  as  an  immunological ly  involved  disease  be- 
cause the  cancer  money  all  of  a sudden  became  slightly  available 
to  the  immunologists,  but  immunology  in  itself  is  behind,  perhaps, 
very  many  diseases. 

The  field  of  immunogenetics , which  is  a burgeoning  field  since 
the  development  of  kidney  transplants  and  heart  transplants,  in  the 
attempt  to  find  the  right  donor  has  discovered  the  HLA  region  of 
the  chromosome.  For  basic  scientists  and  medical  people,  this 
has  become  an  incredibly  fascinating  subject  because  many  diseases 
seem  to  be  influenced  in  some  way  by  this  chromosome. 

Two  very  clear,  absolutely  established  examples  are  Multiple 
Sclerosis  and  Myasthenia  Gravis,  both  autoimmune  involved  diseases 
which  affect  the  nervous  system.  I should  say  that  I,  too,  had 
the  experience  of  being  educated  by  individuals  who  are  members 
of  families  with  Huntington's  disease  and  by  neurologists  who  are 
primarily  interested  in  this  disease,  and  I've  been  struck  by  the 
fact  that  since  there  was  no  strong  lobby  for  supporting  research 
in  this  disease--while  the  interest  may  have  been  there,  the  ability 
to  accomplish  anything  or  to  take  the  necessary  scientific  risks  to 
do  research  in  Huntington's  disease  was  very  low  indeed — I'm  very 
pleased  to  see  that  there  is  a Commission  now  to  have  some  influence 
on  this. 

But  I'd  like  to  end  by  saying  that  basic  research — the  money 
that  is  spent  by  Congress  to  support  basic  research — is  not  going 
to  pay  only  salaries.  The  money  spent  by  Congress  for  basic 
research  is  a stimulus  to  the  economy,  and  the  way  it  works  is 
very  simple.  The  individuals  who  work  in  research  laboratories  buy 
goods  and  if  they  don't  make  salaries,  they  don't  buy  as  many  goods. 
The  goods  that  we  buy  are  made  by  the  industries  in  this  country. 

We  buy  test  tubes,  pipettes,  paper,  forms.  I was  struck  very  re- 
cently by  the  fact  that  I had  to  spend  extra  money  to  buy  the  forms 
on  which  I order  the  things  that  I buy,  and  this  money  comes  direct- 
ly from  the  research  support.  As  an  individual  who  spends  a great 
deal  of  his  day  and  night  actually  attempting  to  convince  someone 
to  type  a manuscript,  it  seems  a great  misapplication  of  energy  in 

this  country  to  spend  so  much  money  on  so  many  things  that  have  no 

obvious  advantage  for  the  economy  or  no  obvious  advantage  for  science 
or  medicine  and  to  spend  so  little  in  proportion  on  things  that 
would  stimulate  both  of  these  areas.  The  economy  is  very  important 
in  research  in  many  unrealized  ways.  The  diseases  that  I study  in 
experimental  animals  are  genetic,  and  we  recently  were  told  by 
the  supplier  of  the  rats  we  use,  which  have  a genetic  defect,  that 

two  or  three  of  them  had  shown  that  they  had  been  infected  by  a 


2-730 


Boston,  Massachusetts 


October  1,  1976 


virus  and  that  they,  therefore,  had  to  kill  their  rats.  I investi- 
gated this  very  carefully  because  we  use  ten  or  15  of  these  rats 
every  week.  We  were  told  that  our  order  for  rats  would  be  cancelled 
for  over  six  months,  and  in  finding  out  the  details,  we  learned  that 
this  company  that  supplied  the  rats  had  an  insurance  policy  and  the 
insurance  policy,  apparently,  was  going  to  pay  them  for  all  their 
rats  if  they  would  kill  them.  But  it  was  not  going  to  pay  for  the 
fact  that  some  of  the  researchers  were  going  to  say  that  since  you 
have  a virus,  we  can't  take  your  rats.  So,  despite  the  fact  that 
the  company  and  its  members  were  very  anxious  to  help  out,  they 
literally  had  to  make  the  decision  to  kill  several  hundred  very 
valuable,  perfectly  healthy  rats  in  order  to  collect  the  insurance 
money.  I was  even  told  that,  perhaps,  I could  convince  somebody 
to  let  me  kill  a few  so  that  I could  take  some  of  their  platelets 
because  that's  one  of  the  things  that  I study.  We  did  do  this  very 
thing,  but  the  insurance  man  at  the  company  had  to  be  assured  that 
these  animals  were,  in  fact,  going  to  be  killed.  Now  in  order  to 
prevent  our  research  and  that  of  several  other  researchers  in  the 
area  from  having  to  stop  for  six  months,  and  it  was  necessary  for 
us  to  buy  from  this  company  several  hundred  of  these  rats  and  find 
housing  for  them.  Now  housing  in  the  City  of  Boston  is  very  expen- 
sive and,  in  fact,  it  would  be  easier  to  find  an  apartment  for  a 
family  than  it  was  to  find  a home  for  these  300  rats.  We  eventually 
did  find  a place  at  a rather  extraordinary  cost,  so  we  literally  had 
no  alternative  but  to  take  one  of  our  full-time  employees  and  put 
her  on  half  time  in  order  to  pay  the  cost  of  these  rats. 

So  my  final  word  is  that  research  funds  go  to  help  people  and 
help  families  and  to  pay  for  salaries — not  only  of  the  investigators 
with  their  M.D.  degrees,  who  are  doing  work  that  they  like  but 
which  is  paying  them  easily  only  half  of  what  they  would  make  in 
private  practice — but  it  goes  to  pay  the  salaries  of  high  school 
graduates  who  work  in  the  laboratories,  it  goes  to  pay  the  salaries 
of  the  dishwashers  and  all  the  people  who  should  benefit  from  the 
research  effort  and  not  just  those  who  write  the  manuscripts. 

M.  WEXLER:  Thank  you  very  much.  I'd  love  to  ask  you  a very 

complicated  question  very  briefly — for  very  brief  answers.  There's 
so  little  known  about  dominant  gene  diseases,  do  you  think  that 
throwing  light  on  Huntington's  disease  might  eliminate  some  of 
the  400-odd  dominant  gene  diseases  that  exist  beyond  Huntington's? 

WILLIAMS:  Well,  there's  every  reason  to  believe  that  that 

would  be  true  and  I should  say  that  despite  the  fact  very  little 
has  been  done  actively  on  Huntington's  disease,  compared  to  other 
diseases,  Huntington's  disease  is  the  prototype  on  its  own  for 
dominant  genetic  disease. 
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M.  WEXLER:  Do  you  have  any  kind  of  feeling  at  all  that  maybe 

Huntington's  disease  may  also  be  some  kind  of  autoimmune  disease? 

WILLIAMS:  I know  that  there  are  bits  of  evidence  being  des- 

cribed suggesting  that  Huntington's  disease  may  be  involved  with 
an  immunological  mechanism.  These  data  are  apparently  about  to  be 
published  in  the  magazine  Science,  and  they  suggest  that  there  are 
immunological  attacks,  or  at  least  immunological  reactions,  going 
on  in  Huntington's  patients  against  Huntington's  brain  tissue. 

Now,  whether  this  is  of  any  significance  for  etiology  of  prevention 
is  a little  bit  down  the  road,  but  it's  an  incredible  advance  over 
what  was  known  at  the  time  when  I learned  about  Huntington's  disease, 
which  was  three  years  ago. 

M.  WEXLER:  From  your  personal  experience,  Mike,  would  you 

say  that  the  workshop  mechanism  seems  to  you  to  be  the  kind  of 
mechanism  that  might  interest  basic  and  medical  scientists  in 
getting  involved  in  problems  of  hereditary  disease. 

WILLIAMS:  I think  there's  no  question  that  my  interest  is 

directly  related  to  my  participation  in  the  workshops  and  I see 
no  reason  why  that  wouldn't  be  true  for  others.  However,  the 
other  side  of  the  issue  is  the  ability  to  carry  these  things 
through  to  a successful  research  conclusion  and  that  requires 
something  more  than  what  a small  foundation  can  do.  A good 
friend  of  mine  who  is  a professor  at  Harvard  Medical  School  told 
me  that  now  that  he  has  the  money  to  buy  a house  in  New  Hampshire, 
he  doesn't  have  time  to  go  there.  The  people  who  have  the  time 
and  the  interest  frequently  don't  have  the  support  that  they  need 
to  carry  out  their  research. 

M.  WEXLER:  What  you're  saying  is  that  if  we  could  excite 

scientists  to  become  involved  and  if  we  could  develop  hypotheses 
that  are  testable,  we  would  also  need  funding  in  order  to  be  able 
immediately  to  carry  out  that  kind  of  research. 

WILLIAMS:  That's  right  and  the  funding  would  have  to  be  at 

a level  that  is  consistent  with  what  Dr.  Snodgrass  said — something 
that  was  somewhat  sustained. 

N.  WEXLER:  Two  more  questions  along  that  line.  You've  been 

involved  in  important  HD  research  for  the  last  couple  of  years. 

What  would  you  say  is  the  single  greatest  impediment  you  have  faced 
in  carrying  out  this  work? 
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WILLIAMS:  I have  not  been  very  closely  involved  in  Hunting- 

ton's disease  research.  I've  tried  to  do  a very  slight  bit,  but 
the  impediment  I would  have  faced  if  I had  the  ability  to  spend 
time  with  this  would  first  have  been  money,  and,  second  would  have 
been  awareness  of  Huntington's  disease  by  the  families.  It  really 
requires  getting  families  to  come  forward  and  participate  in  experi- 
mental studies,  usually  studies  that  are  of  no  risk  whatsoever  to 
the  patients  or  the  families. 

N.  WEXLER:  Second  question — do  you  have  any  inspirations 

for  how  we  educate  Congressmen  about  these  obscure  areas  like 
immunology? 

WILLIAMS:  Well,  I have  a hard  time  educating  myself  and  I 

wouldn't  pretend  to  be  able  to  educate  a Congressman. 

M . WEXLER:  Any  other  questions?  Thank  you  Dr.  Williams. 

Could  I call  on  Ellen  Marcus,  please? 


TESTIMONY  OF 
ELLEN  MARCUS 
GENETIC  COUNSELOR 
BOSTON,  MASSACHUSETTS 

MARCUS:  My  name  is  Ellen  Marcus.  I have  academic  training 

and  experience  in  genetic  counseling  and  have  had  extensive  contact 
with  HD  patients  and  families  during  and  since  my  affiliation  with 
the  Department  of  Neurology  at  Boston  University  School  of  Medicine, 
the  Boston  Veterans  Administration  Hospital  and  Out-Patient  Clinic, 
and  the  Massachusetts  Chapter  of  the  CCHD,  as  well  as  through  the 
research  I did  with  Dr.  Philip  Wolf  on  the  epidemiology  and  genetics 
of  HD  in  Massachusetts. 

First  of  all,  I would  like  to  point  out  that  according  to  the 
data  of  Dr.  Wolf  and  myself,  the  number  of  HD  families  in  Massa- 
chusetts is  far  greater  than  that  known  to  the  CCHD.  When  we  be- 
gan our  study,  the  kinships  known  to  the  CCHD  throughout  the  six 
New  England  states  numbered  49.  When  I terminated  my  search,  I 
knew  of  more  than  200  kinships,  and  more  than  45  individuals  for 
whom  no  kindship  data  was  available,  all  in  Massachusetts  alone. 
Although  we  have  not  yet  determined  the  prevalence  rate  for  these 
data,  we  know  for  certain  that  there  are  many  more  families  around 
than  those  who  have  contacted  the  CCHD.  One  can  only  speculate  on 
the  reasons  for  this,  but  I would  guess  that  many  of  these  families 
feel  isolated  and  stigmatized,  and  many  may  not  know  about  the  CCHD. 

Another  fact  which  became  apparent  through  our  research  is 
that  many  individuals  with  HD  have  been  misdiagnosed.  Again,  one 
can  only  speculate  on  the  reasons  for  this,  but  I believe  it  to  be 
due  in  part  to  the  fact  that  the  prevalence  of  HD  has  been  under- 
estimated, so  that  physicians  do  not  readily  think  of  HD  when  they 
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see  a patient  with  early  or  mild  symptoms;  in  part  because  most 
physicians  have  little  knowledge  of,  and  experience  with,  HD;  and 
partly  because  there  is  a reluctance  on  the  part  of  M.D.'s  to  make 
that  diagnosis,  because  of  all  its  implications.  In  checking  death 
records,  we  found  that  in  some  cases  there  was  no  mention  of  HD  in 
individuals  who  were  known  to  have  had  the  disease. 

In  short,  the  available  data  on  the  prevalence  of  HD  may  be 
very  inaccurate,  most  likely  underestimating  the  actual  number 
of  cases.  Dr.  Wolf  will  probably  address  this  issue  also,  so  I 
would  like  to  move  on  to  the  issue  of  genetic  counseling.  Genetic 
counseling  involves  much  more  than  simply  stating  the  Mendelian  law 
and  the  risk  figure  associated  with  it.  In  any  genetic  counseling 
situation,  there  are  emotional  factors  which  must  be  acknowledged, 
and  then  dealt  with.  I will  return  to  this  point  later. 

In  HD,  the  pattern  of  inheritance  is  autosomal  dominant,  with 
a negligible  rate  of  spontaneous  mutation.  There  is  no  predictive 
test,  only  palliative  treatment,  and  no  cure.  These  are,  without 
a doubt,  gruesome  facts.  I feel  that  it  is  the  obligation  of  the 
genetic  counselor  to  present  all  these  facts,  but  counseling,  in 
my  view,  should  be  non-directive.  It  should,  rather,  be  oriented 
toward  helping  the  clients  to  comprehend  and  cope  with  all  the 
aspects  of  the  disease.  It  should  not  have  as  its  purpose  the 
carrying  out  of  a eugenics  policy.  One  problem  often  encountered 
in  counseling  families  in  which  there  is  only  one  known  affected 
member,  is  that  the  paternity  of  the  affected  individual  is  some- 
times questionable,  and  that,  needless  to  say,  can  have  very 
traumatic  repercussions. 

I have  observed  that  because  it  is  so  difficult  to  live  with 
uncertainty,  at-risk  people  tend  to  either  take  the  view  that 
they  are  destined  to  get  HD,  and  they  therefore  shy  away  from 
very  close  relationships,  or  they  adopt  the  working  hypothesis 
that  since  there  is  no  way  of  telling  one  way  or  the  other,  they 
must  go  ahead  as  if  they  were  not  at  risk,  and  hope  that  they  are 
lucky . 

In  young  people  at  risk,  the  question  of  whether  or  not  to 
have  children  often  arises,  and  related  to  that,  the  issue  of 
sterilization.  My  own  opinion  on  this  matter  is  that  the  genetic 
counselor  should  mention  sterilization  as  an  option,  but  should 
not  give  any  more  emphasis  to  this  method  than  to  the  others. 
Sterilization  is  presently  irreversible,  and  the  chance  that  the 
individual  does  not  carry  the  HD  gene  is  equal  to  the  risk  that 
he  does. 

Some  time  ago,  a young  man  in  his  early  twenties,  with  a wife 
and  small  child,  found  out  that  his  mother  had  died  from  HD.  He 
asked  me  to  write  a letter  to  his  physician,  who  had  refused  to 
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perform  a vasectomy  on  the  man  because  of  his  age.  I told  the 
young  man  that  I would  under  no  circumstance  write  a letter 
advocating  that  the  procedure  be  done,  but  that  if  he  and  his 
wife  came  to  discuss  the  matter  with  me,  and  if  after  our  meet- 
ing they  still  wanted  to  have  the  vasectomy  done,  I would  write 
the  physician  that  this  man  was  a member  of  an  HD  family,  that 
we  had  discussed  the  pros  and  cons  of  sterilization  thoroughly, 
that  I felt  they  both  understood  them,  and  that  I felt  assured 
that  the  couple  had  reached  the  decision  on  their  own.  During 
our  meeting,  I emphasized  the  negative  aspects  somewhat,  but 
the  couple  held  firm;  I wrote  the  letter,  and  as  far  as  I know, 
the  vasectomy  was  performed.  My  point  in  citing  this  example  is 
simply  that  I believe  sterilization  to  be  a valid  method  of  birth 
control,  but  one  which  must  be  undertaken  prudently. 

As  I mentioned  earlier,  there  are  serious  emotional  difficul- 
ties related  to  HD,  which  every  professional  who  comes  into  contact 
with  an  HD  individual  or  family  sees.  I won't  go  into  details  on 
this  because  I'm  sure  you  have  already  heard  about  many  of  them, 
and  will  hear  more  from  the  affected  persons  and  their  relatives. 

I would  like  to  say,  however,  that  I believe  the  emotional  prob- 
lems of  HD  to  be  just  as  significant  as  the  medical  problems,  and 
I am  convinced  that  the  lives  of  these  people  could  be  significantly 
improved  if  they  were  offered  on-going  help  with  their  emotional  prob- 
lems by  professionals  trained  in  this  area. 

The  last  point  that  I would  like  to  touch  upon  is  that  of 
chronic  care  facilities.  Relatives  of  HD  patients  have  turned 
to  me  many  times  for  help  in  placing  their  loved  ones,  because 
they  had  no  one  else  to  turn  to.  And  I quickly  learned  how  ter- 
ribly difficult  it  is  to  find  a nursing  home  or  other  facility  for 
the  HD  patient.  Many,  if  not  most,  families  have  lost  their  only, 
or  major  source  of  income  long  before,  and  many  of  these  families 
rely  on  veteran's  benefits,  Medicaid,  or  Medicare.  They  can't 
afford  a private  institution,  and  the  public  institutions  are 
often  abominable.  And  all  institutions  seem  reluctant  to  take 
patients  with  HD. 

To  conclude,  I have  made  my  own  list  of  priorities,  as 
follows : 

1.  medical  and  psychological  care  and  genetic  counseling 

2.  chronic  care  facilities 

3.  basic  research 

4 . predictive  test 

Thank  you  for  your  time. 
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M.  WEXLER:  Thank  you  very  much.  Are  there  questions? 

GUTHRIE:  Ellen,  I just  have  to  comment  because  what  you 

and  the  two  scientists  before  you  said  only  points  out--especially 
from  your  statistics — then  that  CCHD  is  in  exactly  the  same  boat. 

We  could  plant  the  seeds,  but  we  couldn't  go  any  further  and  the 
fact  that  we  got  as  far  as  we  did  with  the  poor  monies  that  we 
had  and  the  few  families  that  we  had  who  supported  those  little 
bit  of  efforts  is  only  proof  that  we're  all  in  the  same  boat. 

We  can  plant  the  seed,  but  we  don't  know  how  to  go  any  further 
because  we  don't  have  the  financial  means. 

M.  WEXLER: _ Lynn  Bates  has  kindly  consented  to  postpone  her 
testimony  until  this  afternoon  at  1:00  so  that  we  can  get  some 
lunch.  I only  want  to  say  that  Lynn  Bates,  who  is  President  of 
the  Boston  CCHD,  the  Committee  to  Combat  Huntington's  Disease, 
and  Marjorie  Guthrie  are  both  available  for  information  concerning 
the  activities  of  CCHD  in  this  area  so  if  there  are  people  who  want 
that  kind  of  information,  they  can  contact  either  Lynn  Bates  or 
Marjorie  Guthrie.  We  are  going  to  reconvene  precisely  at  1:00. 

Much  is  available  in  this  building  in  the  cafeteria  and  that  can 
be  reached  by  taking  the  elevators  down  to  the  lobby  area, 
taking  the  glass  corridor  to  the  escalators,  then  taking  the 
escalators  to  the  mezzanine.  There  are  restaurants  outside  and 
they  are  available,  but  we're  limited  now  to  like  50  minutes, 
so  you  may  want  to  remain  in  this  building.  Please  be  back  by 
1:00.  Thank  you. 

We  will  try  to  keep  ourselves  on  schedule;  even  though  some 
people  are  missing  I think  we  should  go  forward  with  our  program. 
Would  Lynn  Bates  come  up  and  would  Lynn  Bates  share  that  front  desk 
Monica  Bradlee.  Is  Anne  Messer  here?  Anne,  come  on  up.  And  Dr. 
Matthysse . 


TESTIMONY  OF 

MADELEINE  BATES 
PRESIDENT,  CCHD 
BOSTON,  MASSACHUSETTS 

BATES:  My  name  is  Madeleine  Bates.  I'm  29  years  old  and  at 

risk  for  Huntington's  disease.  I'm  also  president  of  the  Massa- 
chusetts Chapter  of  the  Committee  to  Combat  Huntington's  Disease. 

I don't  want  to  talk  very  much  today  about  my  role  in  that  organi- 
zation because  Natalie  Frank,  who  is  going  to  testify  later,  will 
talk  about  our  Chapter  some  more . 
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I want  to  talk,  about  being  at  risk  for  Huntington's  disease. 
Now,  I say  this  from,  perhaps,  a slightly  different  perspective 
than  some  of  the  people  this  morning  who  talked  about  being  at 
risk  because  my  family  is  one  of  the  very  few,  in  fact,  probably 
the  only  family  that  I have  encountered  in  six  years  of  knowing 
about  HD  and  knowing  scores  of  people — there  have  been  fewer 
problems  in  my  family  than  any  other  family  that  I've  known. 

I am  one  of  the  very,  very  lucky  ones  and  yet  there  are  still 
enough  problems  that  need  to  be  solved  that  I share  in  common 
with  other  people  who  are  at  risk  that  brought  me  to  testify  today 
about  them. 

When  I first  learned  that  my  mother  might  have  Huntington's 
disease,  I was  about  23.  There  was  no  history  of  it  in  the  fam- 
ily because  her  parents  had  died  before  the  age  when  it  would  have 
shown  up.  So  it  was  quite  a shock.  The  only  way  that  I had  heard 
about  Huntington's  disease  before  that  was  having  seen  a couple  of 
shows  on  television  about  it.  The  only  connections  that  I had  when 
I was  told  that  my  mother  might  have  Huntington's  disease  were  the 
words,  "incurable"  and  "hereditary."  Needless  to  say,  like  most 
other  people  who  suddenly  discover  this  is  in  their  family,  I was 
extremely  upset  and,  frankly,  rather  terrified.  I decided  that 
one  thing  that  I had  to  do  to  satisfy  my  own  curiosity  about  the 
situation  was  to  read  about  it,  learn  about  it.  Being  a graduate 
student  at  Harvard  at  the  time,  I had  access  to  the  Harvard  Medi- 
cal School  Library  and  so  I went  over  there,  found  a couple  of 
references  on  HD,  started  reading,  looked  at  their  bibliographies, 
found  other  articles  and  read  further.  It's  not  the  best  way  to 
get  acquainted  with  Huntington's  disease.  Doing  bibliographic 
searches  like  that  takes  one  farther  and  farther  back  into  the 
medical  literature  to  absolutely  grotesque  and  frightening  descrip- 
tions of  it  and  certainly  the  earlier  one  goes  in  the  literature, 
the  less  optimistic  it  is. 

At  the  time  I was  doing  that  I was  so  upset  about  the  situa- 
tion; I was  shaking  so  much  I couldn't  even  take  notes.  But  I did 

learn  a lot.  I gradually  began  to  allow  myself  to  think  about  it 
and  after  a year  or  so  I contacted  the  Boston  Chapter  of  the  Com- 
mittee to  Combat  Huntington's  Disease.  I had  heard  about  that  orga- 
nization from  a doctor  who  treated  my  mother  when  she  was  diagnosed 
and  from  a friend  who  had  read  an  article  in  the  newspaper  about  it. 
Yet  it  was  over  a year  before  I could  bring  myself  to  find  out  where 
it  was  and  to  start  going  to  the  meetings.  I found  that  after  I be- 
came involved  with  the  group  that  there  were  a lot  of  people  there 

who  were  in  much  worse  situations  than  I.  There  were  people  there 

who  knew  about  more  modern  medical  developments.  There  was  a sense 
of  hope  that  had  not  existed  before  and  I began  to  discover  another 
way  to  deal  with  being  at  risk  for  Huntington's  disease  which  was 
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to  do  something  to  help  other  people  as  well  as  just  learning  about 
it.  I became  involved  in  fund  raising  events,  worked  on  committees 
in  the  chapter,  became  president  of  the  chapter,  participated  in 
several  research  studies.  Those  two  things  together — learning 
about  HD  and  doing  something  to  the  extent  that  I can — are  the 
only  things  that  I think  allowed  me  to  cope  with  the  situation. 

That's  really  not  very  much.  It  doesn't  solve  my  problem 
or  anybody  else's,  but  it  does  give  one  a sense  of  not  being  alone, 
and  it  does  give  one  a strong  sense  that  there  is  work  being  done 
that  will  be  beneficial. 

One  of  the  things  that  I find  most  difficult  to  deal  with  is 
the  problem  of  anonymity  versus  coming  out  and  saying  I'm  at  risk. 
Certainly  being  president  of  the  Chapter  here — a lot  of  people  know 
that  situation.  I find  that  I do  not  want  the  fact  that  I'm  at 
risk  to  be  widely  known  professionally.  I'm  teaching  at  Boston 
University.  Any  professional  career  that  I have  would  not  neces- 
sarily be  damaged  by  revealing  that  I'm  at  risk  for  Huntington's 
disease;  however,  those  involved  could  quite  naturally  tend  to  take 
a second  look  at  the  situation  and  I would  not  like  that  fact  to  be 
known  to  them.  That  makes  it  very  difficult  for  me  to  act  the  way 
I would  like  to  with  regard  to  CCHD.  I don't  want  my  name  to  get 
in  the  paper  being  associated  with  CCHD,  if  my  department  chairman 
and  my  dean  are  going  to  read  that  paper,  and  I feel  very  frustrated 
and,  in  a sense,  very  hypocritical  because  of  what  I want  to  do  and 
what  I'm  afraid  to  do . I think  there  are  a lot  of  other  people 
who  are  in  that  same  situation  and  to  a much  greater  extent.  I 
think  there  are  a lot  more  people  who  would  be  here  to  testify 
today  if  they  were  in  jobs  where  they  didn't  have  to  explain  to 
their  bosses  why  they  wanted  part  of  a day  off. 

I would  like  to  close  with  reading  a few  sections  of  a letter 
that  I just  received  about  two  days  ago  from  my  cousin.  She  is 
a senior  in  high  school  this  year.  Her  mother,  who  is  my  mother's 
sister,  was  recently  diagnosed  as  having  Huntington's  disease.  I 
believe  she  has  had  it  about  ten  years.  It  was  not  diagnosed  until 
recently.  She  was  treated  for  a number  of  psychological  problems, 
including  being  given  shock  treatments.  My  cousin  has  been  raised 
largely  by  her  elder  sister,  who  now  lives  in  Washington  state,  and 
since  her  father's  death  and  mother's  remarriage,  she  has  been  in 
boarding  school.  She  is  now  a senior  in  this  boarding  school.  In 
the  letter  that  I got  from  her,  being  full  of  chatty  news  about  her 
school,  she  says  in  the  middle — 

"Bill's  daughter  is  moving  in  with  Mom  and  Bill  to  take  care  of 
them.  It  will  be  good  because  neither  one  can  really  drive  anymore 
or  cook  or  clean,  so  I have  to  go  somewhere  next  year  because  I 
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don't  have  a room."  Then  she  went  on  and  talked  some  more  about 
school  and  her  classes  and  said — "I  think  we  have  to  write  a term 
paper  in  biology,  but  I don't  know  anything  about  it  anyway  and 
I want  to,  so  could  you  please  send  me  any  addresses  you  have  about 
HD?  Mom  wants  me  to  go  in  for  testing,  but  I would  like  to  know 
what  it  is  really  first."  Then  a few  more  lines  about  her  school 
and  her  social  life  and  she  ends  with--"I'm  going  to  look  for  a 
job  next  summer  away  from  home,  get  an  apartment,  I hope,  where 
I'm  going  to  school.  Home  is  too  bad  to  stay  at  for  long." 

Now  there's  a girl  who  knows  something  about  HD,  not  as  much 
as  she  wants  to  know.  Someone  who  is  just  on  the  verge,  essen- 
tially, of  being  where  I was  when  I learned  about  HD.  I can  give 
her  better  references  than  the  medical  literature  that  I read.  I 
can  tell  her  about  the  treatments  we  have  now  that  we  didn't  have 
years  ago.  What  I can't  do  for  her  is  be  there  with  her  when  she's 
upset  about  it.  I can't  recommend  to  her  who  to  go  to  for  psycho- 
logical counseling  or  genetic  counseling  or  help  because  I don't 
know  anyone  in  that  area.  She's  going  to  school  in  Wisconsin  and 
lives  in  Michigan.  The  members  of  her  family  who  could  help  her 
most  are  geographically  very  far  away.  She's  going  to  have  a very 
hard  time,  I think,  adjusting  to  the  situation.  The  more  she  learns 
about  it  eventually,  the  better  off  she  will  be,  but  at  first  it's 
going  to  be  very  difficult  without  having  social  workers,  counselors, 
psychiatrists,  or  psychologists  who  are  trained  to  deal  with  these 
problems.  She  is  going  to  have  to  go  through  the  same  hell  that 
all  others  do  who  find  out  that  they  are  at  risk  for  this. 

GUTHRIE:  Lynn,  if  I can  be  supportive  to  you — what  you're 

saying  is  already  helping  her.  It's  going  to  be  documented. 

She'll  be  able  to  read  it  when  it  comes  out,  and  she  will  not 
have  to  go  through  what  you  did.  You've  already  paved  the  way 
for  her  by  your  empathy  and  understanding  so  you  are  already 
being  supportive.  We  also  have  friends  and  families  in  that  area 
who  will  be  able  to  help  so — try  to  finish. 

BATES:  I know  all  that  is  true,  but  I still  believe  that 
there  is  a lot  more  that  can  be  done.  Even  in  the  very  best  of 
circumstances,  even  in  the  families  with  the  least  problems,  the 
help  right  now  is  there  only  in  very  limited  areas.  It  needs  to 
be  much  more  widely  available  and,  if  that  were  the  case,  the 
people  from  the  lucky  families  as  well  as  the  unlucky  families 
would  be  able  to  get  the  support  that  they  need — the  immediate 
support,  not  just  the  research  and  the  cure  and  the  eventual  test. 

But  the  help  they  need  now,  in  the  next  two  or  three  months — in  the 
next  two  or  three  weeks.  Thank  you. 
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M.  WEXLER:  I think  every  HD  family  must  be  very  grateful  to 

you  for  exposing  yourself  in  an  extraordinarily  difficult  situa- 
tion in  terms  of  a good  many  things — your  work,  but  I think  it 
goes  beyond  your  work.  I know  it's  very  painful  to  you  and  I 
don't  want  to  inflict  more  pain.  But  I think  it's  terribly  impor- 
tant, nevertheless,  to  develop  the  background  of  why  one  very 
eminent  neurologist  called  this  the  most  diabolical  disease  known 
to  man,  so  I want  to  ask  you  something  that's  very  personal.  Be- 
yond your  work  and  beyond  your  immediate  family  relationships, 
is  the  threat  of  the  illness  something  that  interferes  with  your 
social  life? 

BATES:  Actually  not  to  a very  large  extent.  At  the  time  I 

learned  there  was  Huntington's  disease  in  my  family,  I was  married 
and  I have  since  been  divorced.  I think  that  was  a good  thing,  not 
a bad  thing.  I think  the  fact  that  knowing  that  I was  at  risk  for 
Huntington's  disease,  that  I might  have  a limited  number  of  years 
to  live  a normal  life  encouraged  me  very  strongly  to  want  to  make 
the  best  of  those  years  and  I have  made  decisions  that  I might  not 
otherwise  have  had  the  courage  to  make.  Decisions  that  were  good 
as  to  how  to  live  my  life. 

M.  WEXLER:  But  musn't  you  face  extraordinarily  difficult  deci- 

sions if,  for  example,  you  were  confronted  with  the  possibility  of 
remarrying?  I mean  the  difficulties  of  disclosure,  things  of  this 
type . 


BATES:  No.  I don't  think  so.  All  of  my  friends,  except 

those  that  I work  closely  with  professionally,  know  about  my  situa- 
tion with  respect  to  HD.  I make  no  attempt  to  hide  that  from 
people  that  I meet.  It's  something  that  is  important  to  me.  Any- 
one who  gets  to  know  me  at  all  well  on  a personal  level  knows  about 
that  and  has  plenty  of  time  to  consider  it  and  think  about  it.  I 
do  that  not  to  frighten  people  or  to  make  a potential  husband 
think  about  it.  It's  not  that  sort  of  thing  at  all.  It's  just 
that  it's  part  of  me.  It's  important  to  me  that  people  who  are 
close  to  me  know  that  because  I look  to  them  for  help.  In  a way 
it  limits,  perhaps,  the  people  who  might  be  potentially  seriously 
romantically  interested,  but  then  so  do  a lot  of  other  things. 
People  have  requirements  about  certain  people  that  they  want  to 
be  close  to.  Maybe  it's  a requirement  that  they're  6 feet  tall 
and  maybe  it's  a requirement  that  they  went  to  a certain  college, 
maybe  it's  a requirement  that  they  are  in  a certain  profession. 

One  of  my  requirements  is  it's  got  to  be  somebody  who  can  think 
about  these  problems  and  be  capable  of  facing  it.  That  leaves 
out  a lot  of  people,  sure,  but  so  do  a lot  of  other  requirements. 
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N.  WEXLER:  But  you  and  I also  know,  because  we've  talked 

about  this,  Lynn,  that  that's  a tough  requirement,  and  I think  that 
it  does  have  impact.  I think  we  talked  about  that — that  it's 
a requirement  that  not  a lot  of  people  can  meet  and  I think  that 
you  and  I both  know  that  it  has  had  an  effect  on  our  lives. 

BATES:  That's  probably  true,  but  I don't  consider  that 

the  most  important  effect  that  it's  had  on  my  life. 

M.  WEXLER:  You're  very  courageous  and  I thank  you.  I appre- 

ciate your  coming  and  talking  so  frankly  with  us.  Could  we  hear 
from  Dr.  Matthysse? 


TESTIMONY  OF 
STEPHEN  MATTHYSSE,  M.D. 

ASSISTANT  PROFESSOR  OF  PSYCHOBIOLOGY 
HARVARD  MEDICAL  SCHOOL 

MATTHYSSE:  I'm  going  to  be  discussing  a question  very  dif- 

ferent from  the  previous  witness — very  practical  questions  about 
ways  of  stimulating  research  into  the  causes  and  potential  cure 
of  Huntington's  disease.  I feel,  perhaps,  that's  the  best  way  I 
can  help  the  Commission.  I'm  in  psychiatric  research  profession- 
ally, at  the  Massachusetts  General  Hospital/  and  a member  of  the 
board  of  the  Hereditary  Disease  Foundation  and  also/ until  recently^ 
research  director  of  the  Scottish  Rite  Foundation  for  research  on 
schizophrenia,  which  has  given  me  the  opportiinity  to  see  how  re- 
search can  be  stimulated  in  a totally  different  disease,  but  also 
one  involving  the  nervous  system. 

The  first  point  I would  make  is  that  humanitarian  causes 
and  concerns,  however  deeply  we  may  feel  them,  are  not  the  only 
ones  motivating  scientists  because  good  scientists  know  that 
science  has  its  own  structure  and  that  certain  problems  can  be 
tackled  at  certain  times  and,  however  deeply  you  want  to  cure 
something,  you  can't  do  it  unless  the  fabric  of  science  permits  it 
at  that  time.  Also,  I think  it's  obvious  that  for  good  creative 
scientists,  the  kind  we  care  about  interesting  in  Huntington's 
disease,  financial  inducement  is  not  really  motivating.  You  can 
prevent  scientists  from  doing  their  work  by  not  making  money  avail- 
able, but  you  can't  really  make  them  create  by  making  money  available. 

I think  the  essential  point  here  is  that  while  all  of  these 
things  are  correct,  the  time  is  right  for  Huntington's  disease. 

This  is  the  basic  fact  that  we  have  to  start  with.  More  new  pos- 
sibilities for  research  have  opened  up  in  the  last  five  years  than 
in  the  previous  100  with  respect  to  Huntington's  disease.  These 
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possibilities  span  a wide  range  of  areas--neurochemistry , cell 
culture,  immunology — perhaps  in  my  written  testimony  I can  go 
into  more  detail,  but  I think  that  these  things  are  well  known. 

The  disease  has  a scientific  fascination  quite  apart  from 
its  medical  and  human  importance.  It  first  of  all  has  a clear 
genetics,  and  not  so  many  diseases,  certainly  not  schizophrenia, 
have  a clear  genetics.  It  involves  processes  of  cell  death  and 
aging  and  the  questions  of  what  triggers  it  and  what  influences 
it  are  of  utmost  importance  in  science  at  the  present  time.  In 
fact  those  processes  also  hold  ramifications  for  cancer  and  for 
aging.  That  is,  why  do  cells  die  at  a certain  time  and,  con- 
versely, why  do  they  suddenly  multiply  beyond  all  bounds? 

But  Huntington's  disease  is  a more  tractable  disease  than 
aging  and  cancer  because  of  its  clear  genetics  and  its  relative 
simplicity,  so  scientifically  this  is  a good  time  for  research 
and  the  real  problem  is  a practical  one.  How  do  we  get  young 
scientists  interested  in  a relatively  little  known  disease  among 
the  scientific  community?  We  have  had  some  experience  in  the 
HD  Foundation  with  workshops  for  young  scientists.  I think  the 
Commission  knows  about  them.  I've  been  extraordinarily  impres- 
sed by  the  success  of  these  workshops.  Typically,  when  the  young 
scientists  come  they  are  first  shocked  by  the  horror  of  the  dis- 
ease, but,  more  importantly,  after  several  days  of  discussions, 
they  realize  that  it's  possible  to  do  creative  scientific  work 
along  their  own  lines  of  specialization  on  the  problem  of  Hunting- 
ton's disease.  This  is,  I think,  the  major  point  in  which  we  can 
get  them  interested. 

I think  the  problems  with  the  workshops  have  focused  on  the 
difficulties  young  scientists  face,  the  pressures  they  face  in 
getting  established  and  getting  research  done.  For  one  thing  it's 
very  hard  to  get  research  grants  unless  you're  already  established. 

Furthermore,  I'm  an  editor  of  a book  called  Annual  Review  of 
Research  in  Schizophrenia — it's  actually  called  Annual  Review  of 
the  Schizophrenic  Syndrome,  and  I think  we  could  have  the  same 
thing  on  Huntington's  disease — the  "Annual  Review  of  Research  on 
Huntington's  Disease."  What  we'd  do  is  select  the  best  articles 
written  in  the  field  for  the  last  two  years  and  put  them  in  the 
book.  You  don't  need  prize  money.  Really,  what  the  person  needs 
at  that  point  is  not  money,  but  recognition.  It's  quite  an  honor 
to  get  your  article  put  in  a book  of  this  sort  that  would  be  in 
all  the  libraries.  That  would  make  it  easier  to  accept  the  risks 
of  working  on  a disease  earlier  in  one's  career. 
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Now  there's  another  function  of  symposia,  too,  and  that  is 
if  you're  very  careful  about  the  choice  of  topics  and  the  person- 
nel that  you  bring,  you  can  use  them  to  mix  good  basic  scientists 
and  clinicians  and  in  that  way  alert  good  basic  scientists  to 
the  research  possibilities  in  HD.  I've  done  this  myself  through 
the  Scottish  Rite.  We  had  two  conferences--one  on  chemical  neuro- 
pathology. Both  of  them  resulted  in  publication  of  books.  About 
half  the  participants  were  clinicians  and  research  scientists  who 
worked  directly  on  the  disease,  the  other  half  were  basic  scientists 
of  some  renown  who  really  never  heard  of  the  disease.  Now,  of  course 
everyone  has  heard  of  schizophrenia,  but  I mean  heard  of  it  in  a 
meaningful  way.  They  just  knew  it  existed  and  the  thing  that  was 
exciting  to  me  was  that  it  really  was  an  educational  process. 

The  basic  scientists  did,  in  some  cases,  go  back  home  and  do  ex- 
periments they  might  not  have  done  otherwise.  I see  no  reason  why 
this  can't  be  done.  Timing  is  critical.  Only  certain  times  are 
appropriate  for  conferences.  I think  this  year  or  next  might  be 
right  for  cell  biology  and  Huntington's  disease  where  experts  on 
cell  biology  and  on  Huntington's  disease  would  come,  but  funding 
is  necessary  because  one  has  to  pay  the  expenses  of  the  participants 
and  also  help  with  the  editorial  work  of  publishing  the  book. 

Now  I know  time  is  short  so  I'll  just  make  two  more  points. 

One  is  that  I think  that  the  brain  bank,  which  already  exists  in 
embryo,  but  could  be  much  developed,  is  a major  step  forward  and 
must  be  developed  much  further.  A brain  bank  is  essentially  a 
marvelous  investment  because  what  it  can  do  is  provide  specimens 
to  established  scientists  whose  laboratories  are  already  thoroughly 
well  equipped  to  do  the  research.  You  don't  have  to  pay  for  salaries 
You  don't  have  to  pay  for  machinery  or  technicians  for  overhead. 

All  you  have  to  do  is  make  specimens  available.  Most  scientists 
are  not  in  a position  to,  or  are  not  willing  to  collect  brains. 

It's  just  too  hard  and  too  far  from  what  they're  good  at  and  what 
they  know  how  to  do.  But  they  are  quite  willing  to  run  the  tissue 
through  their  procedures  so  all  you  need  to  do  is  make  it  available. 
So  it's  a very  good  investment.  I think  that  the  existing  brain 
bank  has  certain  defects.  One  needs  more  aggressive  management, 
both  with  respect  to  acquisition  of  material  and  with  respect  to 
distribution.  The  acquisition  problem  is  obvious,  but  with  regard 
to  distribution,  it's  necessary  I think  to  circulate  literature  to 
scientists  informing  them  that  this  material  exists  and  what  it 
might  be  good  for.  Many  scientists  never  think  of  calling  a brain 
bank  to  get  Huntington's  tissue  because  they  never  heard  of  Hunting- 
ton's disease.  So,  the  bank  should,  under  its  own  auspices,  pub- 
lish pamphlets  which  will  be  distributed  to  scientists  explaining 
what  the  tissue  is  and  what  it  might  be  used  for;  they  might  stir 
up  more  interest  in  that  way. 
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I think  legal  help  is  needed.  I think  this  is  an  especially 
good  point  to  make  to  the  Commission  because  the  procedures  for 
making  donations  of  brains  and,  on  the  doctor's  side,  for  getting 
them  without  risk,  are  quite  difficult.  I think,  actually,  it's 
less  difficult  in  Huntington's  disease  than  schizophrenia,  but 
it's  difficult  in  both,  and  I think  a number  of  legal  changes 
can  be  made  to  make  that  process  easier. 

Finally,  I think  it  would  be  most  efficient  to  combine  neuro- 
logic and  psychiatric  disorders  in  a single  bank  because  the  basic 
acquisition  and  disbursement  of  the  materials  is  the  same  for  the 
various  disorders.  I can't  speak  for  Harvard  en  toto,  but  there 
are  many  people  in  the  university  who  have  thought  about  this 
and  would  be  very  interested  in  establishing  a national  brain 
tissue  resource  associated  with  the  university  if  funds  were 
available  to  make  that  possible. 

My  final  point  is  that  one  of  the  greatest  weaknesses  finan- 
cially in  research  in  this  area  is  the  absence  of  research  beds. 

I know  this  especially  in  psychiatry, because  that's  where  I work, 
but  the  same  is  also  true  in  Huntington's  disease.  You  can't  put 
research  bed  costs  on  grants  because  the  Government  won't  accept 
them.  They  just  cut  them  out.  You  can't  ask  the  hospitals  to 
underwrite  them  because — except  for  Mass.  General,  for  example, 
which  has  a few  research  beds,  they  simply  can't  afford  it.  You 
can't  get  third  party  insurance,  like  Blue  Cross,  to  pay  patient  cos- 
if  the  patient's  stay  in  the  hospital  is  prolonged  for  the  sake 
of  research,  even  if  the  research  is  ethical  and  is  ultimately 
designed  to  help  that  patient  and  others  with  the  same  disease. 

So  nobody  can  pay  for  it  and  the  research  doesn't  get  done.  I 
know  that  there  are  projects  we  would  do  in  schizophrenia  and, 
also,  I'm  sure  would  be  done  in  Huntington's  disease  if  bed  costs 
could  be  paid. 

So  to  sum  up,  I think  that  this  is  precisely  the  right  time 
to  do  research  on  Huntington's  disease  and  the  best  ways  to  promote 
it  are: 

1.  To  make  grants  available  to  young  scientists  through 
the  workshop. 

2.  To  support  symposia  bringing  basic  and  clinical  scien- 
tists together  to  discuss  the  disease  and  publish  books 
emanating  from  the  conferences. 

3.  To  greatly  expand  the  brain  bank. 

4.  To  provide  bed  costs  for  patient  research. 
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M.  WEXLER:  Well,  I don't  know  how  to  thank  you,  Steve.  I 

want  to  emphasize  just  one  point  about  that  brain  bank.  I 
think  there  are  at  least  four  professors  from  Harvard  Medical 
School  in  this  room  right  now  and  in  the  last  two  weeks  I've  had 
two  telephone  calls  from  Harvard  University  Medical  School  with 
the  people  being  totally,  profoundly  astounded  out  of  their  shoes 
that  there  existed  a brain  bank  in  which  Huntington's  tissue  was 
available.  That  emphasizes  the  point  that  really  aggressive 
management  and  the  circulation  of  information  that  a tissue  bank 
does  exist  is  an  extremely  important  step  to  be  taken.  Did  you 
want  to  ask  any  questions?  Any  idea,  Steve,  about  how  to  get  the 
beds  that  you're  talking  about,  for  doing  this  kind  of  research 
and  having  these  patients? 

MATTHYSSE:  Do  you  mean  how  to  get  the  hospitals  to  agree  or 

how  to  get  the  Government  to  fund  them?  I think  the  Government 
has  got  to  accept  the  fact  that  research  beds  are  necessary  and 
make  contract  money  available  to  hospitals.  In  fact,  there  has 
been  talk  about  that.  And  there's  precedent.  The  Government 
does  it  in  the  Veteran's  Administration  all  the  time,  but  in  the 
private  hospitals  and  university  hospitals,  they  are  not  able  to. 
It's  a policy  decision  that  the  N.I.  H.  made  because  of  the  ex- 
tremely limited  funds.  It's  just  too  expensive.  It  would  take  a 
funding  source  that  was  separate  from  the  N.I.H.  I don't  mean 
separate  from  N.I.H. , but  separate  from  the  extramural  grant 
program.  It  would  have  to  be  a contract  mechanism. 


N.  WEXLER:  In  the  clinical  research  units,  aren't  they 

Government  funded? 

MATTHYSSE:  Yes.  That's  intramural. 

M.  WEXLER:  Aside  from  the  hospital,  Steve,  what  about  the 

! importance  of  having  some  kind  of  centers,  like  convalescent 
’ homes,  for  example,  where  a patient  could  be  kept  for  long  periods 
I of  time  and  where  research  could  be  carried  on,  not  in  these  very  brief 
, periods  of  time  as  in  hospitals,  but  over  longer  periods  of  time — 

! not  only  for  the  purpose  of  doing  research  over  an  extended  period, 
but  also  because  I think  that  when  you  get  the  problem  of  tissue 
collection,  it's  so  extraordinarily  expensive  to  maintain  patients, 
in  balance,  expecting  that  they  are  going  to  die  in  a week,  or  what- 
, ever,  and  then  discover  that  the  moment  they  get  into  a hospital 
they  are  vastly  improved  and  remain  in  that  condition  for  months 
or  maybe  even  years. 

MATTHYSSE:  Well,  I haven't  given  that  a great  deal  of  thought, 

but  it  sounds  like  a very  good  idea  because,  for  example,  my  recol- 
lection of  the  current  bed  cost  at  McLean  Hospital,  which  is  the  hos- 
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pital  we  are  moving  to,  is  $160  a day.  Now  that  is  ridiculous. 

It's  even  ridiculous  for  acute  care  in  a medical  intensive  care 
unit,  but  it's  certainly  ridiculous  for  long-term  chronic  care. 
There's  no  reason  to  pay  that  kind  of  overhead  in  a chronic 
facility.  You  could  have  much  lower  costs  because  you  wouldn't 
need  the  whole  army  of  people  that  are  around  for  emergencies 
in  a major  intensive  care  unit  and  you  could  make  research  less 
expensive . 

M.  WEXLER:  I can't  let  the  opportunity  go  by  without  men- 

tioning, since  you've  talked  about  the  mix  of  medical  researchers, 
clinicians  and  basic  scientists,  to  say  that  Steve  Matthysse  and 
Dr.  Messer  and  Mike  Williams  all  have  participated  very  actively 
in  the  workshop  program  and  this  kind  of  mix  certainly  has  been 
extraordinarily  productive — not  only  in  developing  hypotheses  about 
HD,  but  in  recruiting  scientists  who  have  a very  direct  interest  in 
HD.  Thanks  a lot  and  I'd  like  now  to  turn  to  Dr.  Messer  for  her  re- 
port. Anne,  would  you  give  your  full  name  and  your  present  posi- 
tion? 


TESTIMONY  OF 
ANNE  MESSER 
RESEARCH  ASSOCIATE 
CHILDREN'S  HOSPITAL 
INSTRUCTOR,  HARVARD  MEDICAL  SCHOOL 

MESSER:  I guess  I 'm  a case  history  of  what  Steve  was  just 

talking  about — young  scientists  getting  lured  into  HD.  I started 
out  in  1975  on  the  workshop  programs  with  HD  and  became  utterly 
fascinated  by  the  research  potential  that  was  there  through  the 
various  discussions  that  we  had  and  what  I thought  I would  do 
was  to  briefly  go  through  what  I saw  for  research  possibilities 
as  a function  of  these  workshop  programs  and  point  out  possible 
directions  where  I think  it  would  be  useful  to  put  in  research 
funds.  The  problem  that  I'm  faced  with  is  exactly  the  one  that 
Steve  was  just  talking  about.  I would  like  to  do  research  on 
HD,  but  I need  a mechanism  to  get  funding,  particularly  for  the 
more  specific  kinds  of  experiments  I would  like  to  do  that 
aren't  immediately  very  generalized  and  the  sort  of  thing  that 
N.I.H.  would  support  under  general  research  funds. 

Basically,  I think  the  research  can  be  divided  into  three 
categories,  or  three  approaches.  The  first:  since  it  is  a 

hereditary  disease,  there  should  be  a direct  gene  product,  which 
is  going  to  set  off  this  chain  reaction  leading  ultimately  to  the 
cell  degeneration  that  you  are  all  probably  aware  of. 
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It  seems  to  be  the  causative  fact  in  the  symptoms.  There  have 
been  some  promising  results  using  fiberglass  studies  and,  although 
this  is  several  steps  removed  from  the  actual  cause  of  the  symptoms, 
i f we  could  understand  what  this  direct  gene  action  was  and  do  some 
of  the  very  much  more  basic  work  then  there  might  be  a possibility 
of  halting  the  process  at  that  very  early  level.  The  next  step 
down  is  the  sort  of  secondary  effect  of  the  gene  which  is  the  direct 
cause  of  the  pathology  and  the  biochemistry  defects  that  have  been 
measured  already  and  give  some  indication  of  what  might  be  the 
direct  predecessors  of  these  degenerations.  This  may  be  several 
steps  down  from  the  primary  gene  effect.  I call  it  the  secondary, 
but  actually  it's  probably  the  quaternary  or  even  further  down,  and 
the  potential  for  this  research  is  that  even  if  you  can't  get  at 
the  primary  effect  of  the  gene,  you  might  be  able  to  interpose 
treatment  or  something  further  down  the  chain  and  stop  what  we 
now  know  to  be  from  the  pathology  probably  the  causative  agents 
for  the  symptoms.  Also,  research  in  this  direction  will  give 
ideas  for  treatments  once  the  degeneration  has  taken  effect. 

The  third  direction  is  somewhat  intertwined  with  the  other 
two,  but  is  separate  and  that  is  some  way  to  recognize  which  of 
the  people  at  risk  actually  is  carrying  the  gene  for  the  disease. 

The  sorts  of  things  that  can  be  investigated  here  are  not  neces- 
sarily those  things  which  are  causative  agents  of  the  disease, 
but  those  somehow  linked  to  it.  This  is  important  both  for  pur- 
poses of  genetic  counseling  and  because  if  one  of  the  other  two 
approaches  gives  us  an  idea  for  prophylactic  treatment,  it  would 
be  useful  to  have  other  means  of  being  able  to  define  the  popula- 
tion that  needs  to  be  treated.  So  these  are  the  three  directions 
and  I'd  like  to  point  out  one  direction  that  I am  personally  in- 
terested in  and  that  I think  it  might  be  useful  to  have  funding 
for.  At  the  present  time  I work  with  neurological  mutants  of  mice 
and  I'm  working  on  tissue  culture  studies,  but  there  is  sitting  up 
at  the  Jackson  Laboratory,  already  dealt  with  with  other  funding, 
a tremendous  bank  of  neurological  mutants  of  mice--some  150  in 
which  the  genetics  has  been  done.  It's  known  whether  the  genes 
are  autosomal,  dominant,  sex-linked,  or  recessive,  and  the  mice 
are  just  being  stored  there.  The  only  thing  that  they  have  been 
examined  for  is  simple  behavioral  defects.  They  all  have  some 
kind  of  motor  defect  or  some  sort  of  dramatic  behavioral  defect 
and  there  just  hasn't  been  time  or  money  from  anyone  to  go  in  very 
carefully  and  screen  to  see  if  any  of  these  animals  could  be  the 
useful  models  of  HD  or  general  neuronal  degeneration  syndromes. 

They  are  needed  in  order  to  figure  out  both  ways  of  treating  the 
disease  after  degeneration  and  ways  of  interfering  with  the  degenera- 
tion process  itself.  The  money  to  create  this  bank  has  already  been 
taken  care  of  and  so  it's  simply  a question  of  funding  the  study  of 
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of  these  animals  which  are  already  there.  There  are  methods  for 
acute  treatment,  for  acute  lesions.  You  can  inject  things  into 
the  brains  of  mice  and  rats  to  get  acute  syndromes  which  would  be 
helpful  for  animal  models  for  treatment,  but  I'm  thinking  more  about 
some  of  the  more  long  range  ideas  on  actually  interfering  with  the 
process  of  the  disease  itself.  As  I said,  the  initial  expenditure 
of  isolating  these  animals  has  already  been  taken  care  of  for  us. 
It's  a question  of  being  able  to  actually  study  them  and  make  use 
of  them.  I feel  that  research  along  these  lines  would  be  useful, 
not  only  just  to  HD,  but  also  to  many  other  diseases,  some  of 
which  are  just  being  discovered. 

A couple  of  months  ago,  in  Neurology,  there  was  a report  of 
another  dominant  gene,  nerve  degeneration  disease.  A family  study 
of  329  individuals — the  disease  is  not  Huntington's.  It  does  not 
have  the  same  clinical  syndrome,  but  it's  definitely  another  auto- 
somal neurological  disease  and  it  may  be  that  there  are  an  awful 
lot  of  these  floating  around  that  we  just  haven't  gotten  around  to 
categorizing. 

So  that,  in  short,  I'm  sort  of  in  the  stage  that  Steve  was 
describing  of  someone  who's  interested  in  research  on  Huntington's 
and  the  question  is — is  there  going  to  be  a mechanism  to  continue 
this  interest? 

M.  WEXLER:  I know  about  the  projected  work  on  the  Jackson 

mice  and  the  symptoms  that  they  experienced  and  the  fact  that  they 
are  representative  of  dominant  gene  disease  and  that  there  ought 
to  be  a lot  of  interest.  In  fact,  our  science  board  is  now  taking 
under  consideration  the  funding  of  that  project  that  Dr.  Messer 
speaks  of.  But,  I think  what  she's  talking  about  is  really 
illustrative — she  faces  problems  in  getting  funding  for  what  seems 
to  me  a perfectly  obvious  step  and  a potentially  very  creative 
step  for  the  study  of  Huntington's. 

MESSER:  I'd  like  to  reiterate--my  interest  grew  out  of  the 

HD  workshop  project  and  I'm  not  the  only  person  who  has  had  research 
ideas  grow  out  of  that. 

M.  WEXLER:  There  are  so  many  creative  ideas  lying  around  in 

a thick  notebook  that  came  out  of  the  workshops.  They  require  fund- 
ing and,  since  we  are  a small  foundation  and  these  private  sources 
run  dry  rather  rapidly,  it  becomes  more  and  more  urgent,  especially 
on  two  grounds — maybe  three.  There  are  a tremendous  number  of  very 
good  ideas  there.  There  are  a tremendous  number  of  scientists 
eager  to  carry  out  those  ideas  and  there  is  no  adequate  funding 
to  bring  all  those  things  to  a head  rapidly  so  what  happens  is  that 
the  ideas  get  lost  by  attrition  and  the  scientists  get  lost  and 
that  to  me  is  a great  tragedy.  Steve. 
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MATTHYSSE:  Well  I just  wanted  to  emphasize  one  point,  while 

acjreeing  very  much  with  what  Dr.  Messer  has  said.  I suppose  in 
business — I'm  not  a businessman,  but  I know  it's  true  in  science 
--one  wants  to  find  a place  to  invest  a small  amount  of  money  that 
will  have  a great  deal  of  leverage  and  I think  it's  worth  pointing 
out  for  the  record  that  there  are  a number  of  areas  of  research 
here  where  that's  the  case.  Now,  for  example,  the  brain  bank  that 
I mentioned,  you  don't  have  to  pay  for  the  overhead  of  the  equip- 
ment and  the  scientists'  salaries.  The  mouse  bank  that  she  men- 
tioned--this  is  why  I bring  it  up  now — is  another  example.  The 
mouse  bank,  that  is  these  neurological  mutants,  already  exists 
and  a great  deal  of  money  and  time  has  been  spent  to  develop  it. 

Now  it's  a question  of  harnessing  that  for  research  on  Hunting- 
ton's  disease.  The  research  beds  are  the  same  thing.  The  scientists 
are  there,  the  patients  are  there,  but  nobody  will  pick  up  the  bill 
to  keep  them  in  the  hospital  for  the  research,  even  though  it's 
ethically  justified. 

And  so  I think  the  Commission  might  do  well  to  look  for 
places  where  a small  amount  of  money,  or  at  least  a modest  amount, 
can  catalyze  resources  into  action  which  are  already  poised  but 
hampered  because  the  necessary  connecting  links  are  not  there. 

M.  WEXLER:  I think  the  point  is  extraordinarily  important. 

Maybe  we  had  some  little  joking  about  educating  the  Congress,  but 
that's  what  I want  to  talk  about  right  now. 

There  is  an  enormous  economic  investment  that  has  already 
been  made  in  the  development  of  the  brain  bank,  in  part  supported 
by  the  United  States  Government.  The  Jackson  Lab  has  an  enormous 
investment  and  the  problem  really  is  that  if  you  build  that  mar- 
velous plant  and  you  don't  make  full  utilization  of  the  plant  by 
taking  the  very  next  step  to  fund  the  scientists  who  want  to  use 
the  products  that  are  available  in  the  plant,  this  seems  to  me  a 
tragic  economic  waste.  We're  not  talking  about  science  now.  We 
are  talking  about  tragic  economic  waste — maybe  that  message  gets 
across  very  clearly  1 Any  other  questions?  I want  to  go  from  this 
segment  to  the  audience  if  they  want  to  ask  questions.  We  have  one — 
go  ahead. 

WILSON:  My  name  is  Mrs.  Wilson.  My  husband  just  died  two 

weeks  ago  from  Huntington's  disease.  My  first  thought  was  this 
very  thing.  I called  what  I thought  was  the  proper  place  because 
he  would  have  wanted  to  offer  himself  and  the  family  agreed. 
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No  one  was  available  to  take  care  of  it  and  my  husband's  doctor, 
a marvelous  man,  was  saddened  by  it  and  said  you'll  have  to  go 
on  with  your  plans.  There  is  no  one  here  that  can  take  care  of 
it — the  operation.  We  all  felt  really  badly  about  this. 

M.  WEXLER:  Are  you  talking  about  getting  the  tissues? 

WILSON:  Yes. 

M.  WEXLER:  That  is  another  tragic  thing.  Some  of  the 

people  who  have  been  at  our  workshops  know  that  we've  played 
around  with  our  figures.  Even  the  minimal  figures  that  are  avail- 
able indicate  that  three  Huntington's  patients  die  every  day  in 
the  United  States  and  if  you  go  to  the  records  of  acquisitions 
for  the  brain  bank,  they  represent  a very,  very  tiny  fraction  of 
that  so  we  know  that  there's  an  enormous  amount  of  extraordinarily 
valuable  tissue,  containing  the  secrets  of  Huntington's  disease, 
that  we  are  not  getting  and  the  problem  then  is  to  invest  again — 
a little  bit  more--in  terms  of  coordinating  with  pathologists, 
neurologists,  internists,  general  practitioners,  hospitals,  con- 
valescent homes,  etc.,  so  that  tissue  is  available  to  scientists. 
If  they  know  that  tissue  is  there,  as  Dr.  Matthysse  has  indicated, 
I think  there  would  be  a lot  of  very,  very  good  research. 

Could  we  hear  now  from  Monica  Bradlee? 


TESTIMONY  OF 
MONICA  BRADLEE 
TEWKSBURY,  MASSACHUSETTS 

BRADLEE:  My  name  is  Monica  Bradlee.  I'm  26.  I'm  occupied 

as  a dental  assistant  and  I'm  here  as  a possible  HD  patient.  My 
father  has  Huntington's  disease  and  I guess  I'm  one  of  the  fami- 
lies Lynn  spoke  of  that  had  many  problems.  It  took  us  over  a 
year  to  get  my  father  to  a doctor.  When  we  did  get  him  there 
we  were  treated  very  badly.  All  the  doctor  cared  about  was  what 
a "freak"  he'd  found.  He's  got  someone  the  neurology  department 
would  just  love  to  have.  He  just  looked  at  my  father  and  said — 
first  he  said  to  my  father,  you  know,  what  is  your  problem?  My 
father  said,  "Well  my  daughter  thinks  that  I have  HD."  So  the 
doctor  looked  at  him  and  said,  "Well,  I think  you  do,  Mr.  Boon- 
ing."  Then  he  proceeded  to  call  the  neurology  department  and 
said,  "You'd  love  to  get  your  hands  on  this  case--this  is  Hunting- 
ton's disease--you  don't  get  many  of  these." 
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He  didn't  offer  my  father  and  me  any  hope,  any  encourage- 
ment, any  comfort--nothing . That  was  it.  He  said,  "Well  I've 
made  an  appointment  for  you  at  the  neurology  department — come 
for  your  appointment." 

At  first  it  was  all  right  because  it  really  hadn't  sunk  into 
my  father  what  was  happening  to  him.  He  didn't  realize  that  he 
was  going  to  become  impotent,  that  he  was  going  to  lose  the  status 
as  the  head  of  the  household,  that  his  family  was  going  to  be  in 
very  bad  financial  straits.  Then  when  things  started  to  sink  in, 
my  father  became  very  angry,  which  is  part  of  the  disease  also, 
but  he  had  to  go  to  court  over  fighting  with  a man,  he  got  in 
trouble  again  over  fighting  with  another  man  and  then  he  was 
given  a medication  that  made  him  very  active.  He  couldn't  sleep 
or  anything  so  there  was  a problem  there  until  now  he's  so  heavily 
medicated  that  he  spends  most  of  his  time  sleeping.  I don't  be- 
lieve it's  just  the  medication  that  causes  him  to  sleep  either. 

I feel  it's  just  a depression  because  he  feels  he  has  no  place 
in  this  life  anymore,  because  he  has  nothing  to  do,  nothing  to 
offer  the  world.  He  sits  at  home,  or  stays  in  bed  and  nothing. 
He's  embarrassed  to  go  out  because  of  the  way  he  looks  and  the 
way  he  feels.  We  have  no  one  to  help  us  cope  with  this.  We 
did  have  a patient  service  coordinator  and  we  had  to  let  her  go. 
That  was  Joan  Peterson.  We  did  not  have  the  funds  to  keep  her. 
When  we  had  her,  we  had  someone  to  go  to  for  our  help.  Now, 
there's  no  one. 

I did  suffer  the  hell  that  Lynn  spoke  of--of  knowing  that  I 
am  at  risk.  I think  I've  gotten  over  the  worst  part  of  it  now 
and  can  positively  handle  it  in  a more  positive  way  now.  I try 
to  do  whatever  I can  to  let  people  know  about  this.  I can  say 
that  I was  totally  devastated  by  the  disease  when  I first  found 
out.  It's  a really  scary  thing.  The  uncertainty  is  really  bad — 
not  knowing  will  I be  the  one.  I worry  about  my  little  brother, 
how  it  is  for  him  to  grow  up.  Luckily,  I'm  married  and  out  of 
the  house,  but  I have  a brother  that's  ten  and  still  home.  How 
does  a boy  who  sees  his  father  like  this  know  how  he  is  supposed 
to  act?  He  has  an  example  of  a father  that  doesn't  work.  He 
doesn't  know  what  the  head  of  a household  is  because  he  was  six 
years  old  when  we  finally  realized  what  was  going  on  and  he  was 
never  told  by  my  mother  and  father  exactly  about  it,  which  I 
think  was  very  wrong  because  of  the  psychological  effects. 

They  are  going  to  destroy  my  brother,  I think,  in  the  end  and 
he  has  no  one  to  talk  to  about  this  problem,  or  to  discuss 
this  problem  with.  So  I guess  that  I'm  saying  is  we  need 
money  to  let  the  public  know  about  this  and  we  need  counselors 
desperately  and  doctors — doctors  who  can  handle  HD  patients  with 
compassion  and  the  families  also  because  I find  that  there  aren't 
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--I  haven't  run  against  a doctor  that  can  treat  my  father  in  a 
psychological  way.  He  can  give  him  a medication,  but  he  does 
not  have  a feeling,  I think,  for  what  my  father  is  suffering. 

M.  WEXLER:  I appreciate  the  fact  that  what  you  have  done, 

really,  is  to  set  out  a program  of  necessary  education  for  the 
public,  for  counselors,  and  for  physicians  to  handle  this  very, 
very  difficult  problem.  Thank  you  very  much. 

N.  WEXLER:  May  I ask  just  one  question?  Did  you  say  you 

were  a dental  assistant?  I think  this  is  one  area  where  we 
haven't  focused  much  attention  in  HD  on  the  dental  problems  that 
come  up,  particularly  if  somebody  is  in  a convalescent  hospital 
or  has  difficulty  coordinating  a toothbrush.  Do  you  have  any 
suggestions  or  recommendations  for  us  along  that  line? 

BRADLEE:  The  only  thing  that  I can  think  of  is  someone  else 

would  have  to  do  it... 

N.  WEXLER:  I think  that  there  are  dental  programs  for  the 

handicapped,  but  this  seems  to  be  something  that  never  comes  up. 

M.  WEXLER:  Why  don't  you  do  some  research  on  developing  a 

chewing  gum, that  will  clean  the  teeth  and  they  don't  have  to 
brush  their  teeth.  How  about  that? 

BRADLEE:  But  then  they  may  choke  on  the  chewing  gum. 

M.  WEXLER:  You'll  be  more  creative  than  that.  (Laughter)  But 

it's  a problem.  That's  the  kind  of  thing--these  tiny  little  prob- 
lems that  actually  drive  convalescent  homes  crazy  and  drive  the 
patients  crazy  and  they  are  not  handleable  and  the  family  doesn't 
know  what  to  do  about  it  and,  again,  we're  confronted  with  the 
very  weird,  weird  thing  that  even  the  smallest  things  become  that 
burr  in  the  saddle  that  drives  everybody  nuts  and  then  throws  us 
off  and  kills  us.  But  thank  you. 

BRADLEE:  I'd  like  to  say  one  more  thing  that  because  we  have 

Huntington's  disease  as  our  disease,  we're  discriminated  against  in 
our  fund  raising.  We  were  turned  away  from — like  we  were  raffling 
off  a car  and  we  were  turned  away  from  a shopping  center  because 
we  didn't  have  the  right  disease.  They  would  only  accept  cancer, 
heart  and  kidney,  or  something,  and  we  were  told  that  we  could  not 
fund  raise  there  because  of  this. 

M.  WEXLER:  Well,  I can  only  tell  you  that  I hope  that  now 

we  are  one  of  the  few  diseases  that  have  had  a commission  appointed 
by  Congress,  maybe  our  status  will  go  up. 
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Thank  you  very  much.  Thanks  to  you  Anne  and  Lynn.  For  the 
next  group  could  we  hear  from  Dr.  Dietrich  Blumer,  Dr.  Phillip 
Wolf,  Dr.  Marylin  Barren  and  Dr.  Simeon  Locke?  Dr.  Blumer  would 
you  start  please  and  give  us  your  full  name  and  title  at  the 
present  time? 


TESTIMONY  OF 
DIETRICH  BLUMER,  M.D. 

ASSOCIATE  PROFESSOR  OF  PSYCHIATRY 
HARVARD  UNIVERSITY  SCHOOL  OF  MEDICINE 

BLUMER:  I am  associate  professor  of  psychiatry  at  Harvard 

University  and  associate  psychiatrist  at  the  McLean  Hospital, 
and  my  specialty  is  neuropsychiatry. 

We  have  this  Huntington's  disease,  an  illness  which  really 
dramatizes  the  problem  we  have  with  most  brain  diseases.  We 
have  a disease  of  the  organ  which  on  the  one  hand  causes  dis- 
ordered emotions  and  on  the  other  hand  causes  simply  neurologi- 
cal symptoms.  One  may  be  as  debilitating  as  the  others.  Unfor- 
tunately, disciplines  are  split.  There  are  neurologists  on  the 
one  hand  and  there  are  psychiatrists  on  the  other  hand.  Most 
neurological  patients  who  incur  considerable  emotional  disorder 
due  to  their  brain  disease  often  find  themselves  hard  put  to  find 
the  right  kind  of  doctor. 

The  psychiatrists  tend  to  be  rather  prejudiced.  If  a patient 
has  brain  disease,  well  that's  really  way  out  of  their  field  and 
they  would  rather  send  them  back  to  the  neurologist,  who  may  have 
referred  the  patient  to  them  as  soon  as  possible.  Relatively 
few  people  have  interest  and  sympathy  for  these  kind  of  problems. 

Why  I emphasize  the  importance  of  Huntington's  disease — one  looks 
at  this  important  issue.  George  Huntington,  104  years  ago,  des- 
cribed the  illness  as  one  which  was  Chorea,  which  was  characterized, 
of  course,  by  heredity,  by  the  manifestation  in  adulthood,  and  as  a 
form  of  insanity  with  suicide.  So  he  had  already  clearly  outlined 
the  psychiatric  dimension  of  this  illness.  This  is  very  important 
for  every  psychiatrist  to  be  aware  of--that  if  he  is  dealing  with 
a person  who  may  have  symptoms  which  may  be  those  of  some  impulse 
disorder  or  may  look  like  a manic-depressive  disease — that  it  may 
actually  be  an  underlying  neurological  disease  and  Huntington's 
disease  can  manifest  itself  first  as  seemingly  a purely  psychiatric 
disorder  before  neurological  manifestations  become  apparent.  The 
great  importance  is  really  that  psychiatrists  should  not  be  so  pre- 
judiced because  they  have  this  prejudice  that  if  it's  neurological, 
then  nothing  could  be  done.  If  we  outline  the  range  of  psychiatric 
problems  or  neuropsychiatric  problems  shown  by  patients  with  Hunting- 
ton's disease,  it's  on  the  one  hand  an  effective  disorder  which  can 
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really  take  on  the  form  of  what  would  otherwise  be  called  manic- 
depressive  illness.  Patients  can  be  deeply  depressed.  They 
may  be  at  risk  to  suicide.  They  may  commit  suicide  and  on  the 
other  hand  it's  a form  of  dementia  which  is,  however,  later  in 
its  occurrence. 

Now  the  form  of  effective  disorder  we  find  with  Huntington's 
disease  is  certainly  treatable.  The  depression  these  patients 
show  can  be  treated  just  like  any  other  depression.  They  may 
respond  to  antidepressant  drugs.  They  may  respond  to  ECT,  if 
it's  a severe  depression.  They  certainly  respond  to  the  ordi- 
nary measures  of  support  as  we  find  them  necessary  for  the  more 
ordinary  psychiatric  patients. 

If  it  comes  to  a more  advanced  picture  with  dementia,  then 
psychiatrists  are  even  more  discouraged  and  again  it  should  be 
said  that  for  patients  who  have  manifestations  of  dementia,  there 
are  many  ways  of  managing  and  of  treating  their  condition  which 
are  known  to  us  nowadays  and  we  have  really  in  Huntington's  dis- 
ease— we  have  an  illness  which  affects  not  so  many  people,  per- 
haps, but  by  its  nature  is  important  way  past  the  number  of  patients 
who  are  afflicted  by  it  because  it  is  really  a disease  where  we 
see  how  a neurological  ailment  can  affect  the  mind.  This  deserves 
much  more  attention  and  investigation  than  it  has  received,  just 
as  these  patients  deserve  more  attention  from  the  psychiatric 
profession  than  they  usually  receive.  Thank  you. 


M.  WEXLER:  I think  I would  like  to  depart  from  our  regular 

procedure  because  I think  there's,  perhaps,  some  possibility  of  an 
exchange  that  might  be  very  fruitful.  I wonder  if  Dr.  Wolf  would 
report  and  then  perhaps  together  with  Dr.  Blumer  we  could  have  a 
joint  discussion. 


TESTIMONY  OF 
PHILLIP  WOLF,  M.D. 

ASSOCIATE  PROFESSOR  OF  NEUROLOGY 
BOSTON  UNIVERSITY  SCHOOL  OF  MEDICINE 

WOLF:  I'm  associate  professor  of  neurology  at  Boston  Univer- 

sity School  of  Medicine  and  a neurologist  at  University  Hospital 
and  my  research  interest  is  epidemiology. 

When  we  first  became  involved  with  the  CCHD  in  the  early  70 's, 
I reviewed  some  of  the  information  about  the  frequency  or  the 
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prevalence  of  Huntington's  disease  worldwide  and  in  specific  areas 
Over  these  past  four  or  five  years,  people  have  become  very  sophis 
ticatcd  about  cellular  and  subcellular  chemical  changes  in  Hunting 
ton's  disease,  but  I do  not  really  believe  that  there  has  been 
much  light  shed  on  how  frequent  the  illness  is. 

I've  been  involved  in  a survey  of  Massachusetts  for  Hunting- 
ton's disease  for  the  past  few  years  and  for  the  first  couple  of 
years  an  informal  survey  was  carried  out.  Anyone  having  contact 
with  the  Massachusetts  Chapter  of  CCHD,  any  patient  or  physician 
who  we  knew  whose  patients  were  willing  to  be  identified  were 
listed.  We  started  the  study  a few  years  ago  with  about  79 
kinships  (about  2,000  individuals)  and  were  unable  to  obtain  any 
funding  for  this  study  because,  once  again,  it  didn't  fall  into 
any  particular  area.  It  was  hard  to  identify  what  the  benefit  of 
a survey  would  be,  but  I think  there  a distinct  benefit  which  I 
will  come  to  in  a minute.  In  a year  we  had  increased  the  know- 
ledge of  kinships  in  Massachusetts  to  130  and  we  have  on  computer 
tape  information  concerning  about  3,200  individuals,  either  with 
or  at  risk  of  Huntington's  disease  in  Massachusetts.  This  was 
done  on  a shoestring  in  part  time  and  with  help  from  funds  gar- 
nered from  University  Hospital  research  funds  and  departmental 
funds,  etc.,  volunteer  time.  I believe  it's  terribly  important 
to  have  an  idea  about  the  extent  of  the  disease  as  a problem. 

Many  of  the  surveys  that  are  avail able- -well,  first  of  all  the 
frequency  of  the  disease  varies  in  surveys  by  as  much  as  100  fold. 
Some  estimates  are  between  three  and  seven,  others  are  50,  in 
some  parts  of  the  world  even  as  much  as  500  persons  with  Hunting- 
ton's disease  per  100,000. 

I think  any  Government  that's  interested  in  making  sensible, 
thoughtful  decisions  about  appropriation  of  medical  services  and 
medical  funds  for  the  care  of  the  disease  should  have  some  infor- 
mation concerning  the  frequency  of  the  disease  and  I think  that 
whatever  information  is  available  is  quite  imperfect  and  grossly 
underestimates  the  extent  of  the  problem.  In  addition,  currently 
there  are  two  studies  going  on  that  have  been  funded  through  the 
National  Institutes  of  Health  as  contracts  having  to  do  with  the 
cost  and  impact  of  multiple  sclerosis  and  stroke,  with  an  eye,  I 
believe,  to  presenting  to  the  Congress  some  information  concerning 
the  financial  impact  of  these  diseases,  which  is  really  not  appre- 
ciated with  diseases  as  common  as  multiple  sclerosis  and  stroke, 
stroke  particularly.  I think  for  Huntington's  disease  this  is 
totally  unknown  and  from  a research  point  of  view  I think  it  would 
be  terribly  important  to  have  information  on  persons  at  risk  who 
would  be  willing  to  participate  in  various  studies,  blood  tests, 
etc.,  to  coordinate  with  the  brain  bank  and  other  information. 
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This  is  what  we've  been  trying  to  carry  forth  and  have  been 
quite  unsuccessful  in  finding  funding  through  Hereditary 
Diseases  or  through  Cancer,  Aging,  etc.  It  doesn't  ever 
seem  to  fit  into  anybody's  category,  yet  I think  it's  very 
important . 


M.  WEXLER:  You  talk  as  a neurologist  now.  I wish  you 

would  make  a comment  on  the  remark  of  Dr.  Blumer's  that  from  the 
point  of  view  of  psychiatrists  he  thought  Huntington's  was 
a model  disease  where  a neurological  disease  can  have  a very 
profound  effect  on  the  mind.  Do  you  consider  that  a very  impor- 
tant consideration  to  make  Huntington's  a particularly  interesting 
disease  for  investigation? 

WOLF:  Well  I think  that  the  chairman  is  better  qualified  to 

discuss  the  idea  of  the  interrelationship  between  some  of  the 
chemical  changes  in  the  brain  and  the  behavior  as  an  outgrowth 
of  neurologic  disease.  I think  it's  a very  fascinating  and  ex- 
citing area  for  research,  just  as  it  is  puzzling  and  makes 
management  difficult  for  the  clinicial  and  for  the  patient  and 
his  family. 

M.  WEXLER:  Another  thing  that  was  of  particular  interest  to 

me  and  hasn't  been  mentioned  at  all  today  and  seems  to  me  to  be  very 
pertinent--! ' m glad  to  hear  you  make  the  comment--was  the  problem 
of  the  economic  cost  of  the  disease.  I know  that  a professor  of 
molecular  biology  at  Cal  Tech,  William  Dryer,  presenting  a prob- 
lem for  the  investigation  of  hereditary  disease,  spoke  to  the 
board  of  trustees  of  Cal  Tech  and  mentioned  a figure  that  kind 
of  startled  me.  He  said  that  the  cost  of  Down's  syndrome  annual- 
ly was  one  billion  dollars  per  year  and  that's  a striking  figure 
because  I think  that  nobody  seems  to  recognize  that  the  economic 
cost  of  hereditary  disease  is  so  enormous  that  it  almost  repre- 
sents a very  viable,  interesting  and  very  cheap  investment  in 
savings  to  invest  a substantial  amount  of  money  in  the  investiga- 
tion of  hereditary  diseases,  including  HD.  Dr.  Blumer,  would  you 
want  to  make  any  comments  on  what  Dr.  Wolf  has  spoken  about  in 
terms  of  epidemiology? 

BLUMER:  No.  I don't  have  anything  to  add  to  that,  thank 

you . 

M.  WEXLER:  Thank  you  both  then. 

N.  WEXLER:  May  I ask  Dr.  Wolf  one  question?  Your  comment 

that  you  think  our  current  prevalence  and  incidence  statistics 
are  outdated  is  very  interesting  since  that  will  be  one  focus 
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of  the  Comini  ss  ion . Some  investigators  will  say  that  they're 
accurate,  others  will  agree  with  you  that  they  are  inaccurate. 

Do  you  have  any  estimate  by  what  factor  there  may  be  an  underesti- 
mation? 

WOLF:  I would  just  be  guessing. 

N.  WEXLER:  But  you  think  it's  necessary  to  redo  some  of 

those  studies? 

WOLF:  I think  there  have  been  many  family  studies  and  each 
individual  in  a family  is  identified,  examined,  etc and  then 
there  have  been  surveys  of  state  hospitals  where  anyone  who  car- 
ries the  diagnosis  is  counted  in  the  number  of  patients  and  per- 
sons of  that  age  and  living  in  the  state  at  that  time  and  divided, 
but  we  all  know  that  there  are  many  patients  who  have  Huntington's, 
that  everyone  knows  have  Huntington's,  where  the  diagnosis  never 
appears.  There  are  many,  many  other  reasons  why  ascertainment 
is  so  incomplete.  I think  sometimes  the  diagnosis  is  not  made, 
sometimes  the  diagnosis  is  made  and  it's  kept  from  everyone.  I 
don't  think  the  studies  have  to  be  redone.  I think  there  have 
been  very  few  studies  in  which  individuals  have  been  identified 
and  rates  calculated  on  the  basis  of  specific  information  rather 
than  just  what  a particular  state  hospital  certificate  says.  We 
have  some  patients  who  appear  in  state  hospital  records,  VA  hospi- 
tal records,  they  are  known  to  several  of  the  doctors  and  have 
hospital  records.  These  people  would  be  counted  several  times, 
many  others  would  not  be  counted  at  all  because  it  varies  as  to 
how  this  is  done. 

M.  WEXLER:  Thank  you  Dr.  Wolf.  Could  we  hear  from  Marilyn 

Barron? 


testimony  of 

MRS.  MARILYN  BARRON,  A.C.S.W. 

SOCIAL  WORKER 
BOSTON,  MASSACHUSETTS 

BARRON:  I am  employed  as  the  Director  of  the  Homemaker 

Service  Department  of  Family  Service  Association  of  Greater  Boston. 

I am  here  because  of  my  interest  and  my  agency's  interest  in  home 
care  and  problems  related  to  the  delivery  of  services  to  people 
in  need  of  help  in  their  own  homes. 

I know  the  Commission  is  concerned  about  Huntington's  disease 
in  particular  and  it  is  important  to  define  the  specifics  of  the 
impact  of  this  particular  disease  on  persons  and  especially  families 
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since  numbers  are  involved.  I hope,  however,  that  some  of  the 
general  principles  that  come  from  the  study  of  Huntington's 
disease  and  persons  afflicted  by  it  will  be  recongized.  In  home 
care,  problems  need  broad  and  epidemiological  approaches  to  solu- 
tions as  well  as  more  specific  and  disease  oriented  solutions. 

For  this  reason,  I am  submitting  as  part  of  my  testimony  a letter 
sent  very  recently  to  the  Department  of  Health,  Education  and 
Welfare  at  hearings  in  New  York  on  Home  Health  Care.  Secretary 
Matthews  has  called  a series  of  nationwide  meetings  on  this  topic 
because  of  the  concern  expressed  in  many  circles  about  regulations 
and  need  for  services.  Perhaps  the  Commission  will  find  some  of  these 
comments  useful  and  pertinent  to  their  final  recommendations.  I am 
also  submitting  a copy  of  a critique  of  some  recently  suggested  re- 
gulations for  homemaker  service  in  Massachusetts  - again  because  the 
critique  spells  out  some  general  principles  about  delivery  of  services 
and  criteria  for  personnel  in  home  care  agencies.  I would  also  like 
to  refer  you  to  the  National  Council  of  Homemaker-Home  Health  Aide 
Agencies  of  67  Irving  Place,  New  York,  New  York  10003.  The  National 
Council  of  which  Family  Service  Association  of  Greater  Boston  is  an 
approved  member  agency,  has  long  been  active  in  this  field  and  has 
often  testified  to  various  committees  in  Congress  and  elsewhere. 

Their  recent  testimony  on  Cancer  and  the  needs  for  Home  Care  might 
be  pertinent  to  your  studies.  As  you  know,  many  persons  with  cancer 
are  living  longer  now,  but  with  frequent  crises.  Again  there  are 
parallels  here  that  need  to  be  looked  at  in  relation  to  home  care. 

As  a social  worker  in  a family  agency,  I cannot  underscore 
enough  the  poignancy  of  a disease  that  not  only  has  its  unique 
debilitating  effects,  but  also  has  a unique  impace  on  all  family 
members.  In  addition,  the  fact  that  the  illness  strikes  most  often 
in  the  mid-life  period,  cannot  be  ignored.  If  one  were  to  reconstruct 
a family  situation  in  need,  one  might  find  a family  who  has  already 
had  children  who  are  not  yet  sufficiently  able  to  care  for  them- 
selves and  one  parent  in  need  of  support  services  of  all  kinds  to 
maintain  as  nearly  normal  functioning  as  one  could  attain  given  this 
particular  illness.  Too  often  a wife  who  had  not  yet  re-entered  the 
job  market  might  well  feel  pushed  to  do  so,  or  a husband  leaves  for 
work  with  tremendous  anxiety  of  what  might  happen  during  the  day  in 
his  absence  to  his  wife  or  the  children  at  home.  Even  without  looking 
at  the  extremes  of  care  that  could  be  involved  with  patients  unable 
to  care  for  themselves,  some  respite  from  the  pressures  of  constant 
extra  care  and  anxiety  can  make  a difference  for  the  healthy  members 
of  the  family  and  their  ability  to  tolerate  and  function  without 
desertion,  either  mental,  emotional  or  physical  of  the  sick  members. 
While  we  have  in  the  ten  years  I have  been  at  Family  Service  in  the 
Homemaker  Department  not  seen  many  instances  of  Huntington's  chorea, 

I believe  that  is  related  to  the  fact  that  people  do  tend  to  keep  the 
disease  and  their  needs  hidden.  However,  all  too  often  other  diseases 
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such  as  Multiple  Sclerosis,  come  to  us  long  after  the  extremes  of 
pressure  of  the  illness  have  driven  families  asunder,  and  the 
desertion  syndrome,  as  I would  call  it,  is  often  all  too  present. 

My  point  is  that  there  is  need  for  alleviation  of  stress  on 
healthy  family  members  early  in  the  diagnosis.  Too  often,  because 
of  funding  problems,  pride  and  a lack  of  recognition  of  the  impact 
on  the  healthy  family  members,  no  services  are  available  or  requested, 
nnd  then  only  after  much  emotional  damage  has  been  done. 

Home  care,  through  a competent,  trained  homemaker  or  homemaker- 
home  health  aide  who  is  upervised  and  working  under  a carefully 
thought-out  plan  of  care  that  addresses  itself  to  the  functional 
promblems  of  the  patient  and  the  family  as  a whole  is  stabilizing  and 
preventive  of  a deteriorating  relationship.  While  it  may  be  said 
that  it  is  self-evident,  it  cannot  be  emphasized  enough  that  the  plan 
of  care  needs  to  be  spelled  out  in  functional  terms.  I have  seen 
some  very  crippled  persons  do  remarkable  things  with  very  little  help 
and  others  whose  incapacity  becomes  magnified  in  their  minds  and  they 
do  less  than  they  are  able.  That  is  why  home  care  agencies  are  pushing 
for  adequate  standards  of  care  and  accreditation  procedures  that  in- 
clude supervision  and  training  of  the  homemaker  as  part  of  the  require- 
ment for  the  agency  to  meet.  Supervision  that  includes  the  patient 
in  the  plan  of  care  is  part  and  parcel  of  a plan  with  focus  on  optimum 
functioning . 

Home  care  --  what  is  it?  I have  been  going  on  as  though  it  were 
self-evident.  Well  it  is  not,  since  some  families  may  need  help  with 
the  volume  of  washing  and  linens  for  a bedridden  or  incontinent 
person,  or  help  with  preparing  a meal  or  planning  a menu  and  shopping 
for  an  overburdened  parent,  or  encouragement  to  do  and  function  at  an 
optimal  level,  all  these  can  be  functions  of  the  homemaker.  Evaluation 
of  the  need  in  functional  and  family  or  individual  terms  is  just  as 
important  as  the  medical  diagnosis  and  integrating  the  two  is  mandatory 
to  good  planning  and  thoughtful  use  of  the  services.  There  are  pivotal 
points  and  points  at  which  institutionalization  can  be  staved  off. 

There  are  times  when  it  is  the  better  plan.  Assessment  of  those  point 
needs  to  be  part  of  a plan  of  care  done  by  a team  of  professionals. 

Unfortunately,  society  has  been  penny-wise  and  pound  foolish  when 
it  comes  to  home  care.  Small  doses  along  the  way  in  the  form  of 
respite  care  can  make  a difference,  and  later  on  more  home  services 
may  still  be  less  costly  than  in  hospital  care  or  nursing  home  care. 
Networks  of  community  services  can  cut  down  on  some  of  the  isolating 
factors,  and  still  be  less  expensive.  In  its  concern  to  contain 
public  expenditures,  cost  is  all  the  legislators  seem  to  look  at,  that 
is  the  current  level  of  expenditures.  A study  that  might  look  at 
cost  per  case  and  long  range  savings,  such  as  self-supporting  family 
; members,  might  mean  more  to  society  in  the  long  run  than  cost  of 
I services.  We  have  studies  about  vaccines  and'  what  that  saves  --  what 
about  studies  for  home  care?  A wife  who  can  go  on  after  her  husband's 
'death  and  be  a contributing  member  of  society  rather  than  a burned 
I out  person  long  before  her  time,  prone  to  early  illness  herself  -- 
'such  a study  is  badly  needed. 
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A hard  look  at  the  tax  structure  is  also  needed  in  relation 
to  families  who  could  or  want  to  pay  part  of  the  cost  of  care  and 
what  allowances  are  made  for  them.  Are  the  deductions  adequate  or 
the  rules  too  stringent  for  the  demands  of  the  illness?  Social 
Security  Disability  Assistance,  even  at  its  maximum  level  can  not 
adequately  provide  the  necessary  extra  income  for  a family  or  an 
individual  in  need  of  home  care  for  a long  period. 


Again,  I have  talked  to  general  principles 
the  recommendations: 


to  recapitulate 


1.  Look  at  the  effects  of  long  term  illness  on  families. 

2.  Consider  the  effects  of  early  respite  care  for  alleviation 
of  stress  on  patient  and  family  members. 

3.  Emphasize  the  need  for  a functional  diagnosis  as  well  as  a 
medical  diagnosis. 

4.  Consider  the  inadequate  funding  for  services  and  the  tax  and] 
social  security  structure  against  an  illness  with  a span  of 
as  much  as  15  years. 


5 .  Work  with  other  groups  for  implementation  of  these  generic 
principles . 

How  this  fits  into  the  other  testimony  you  will  be  hearing  may 
not  be  clear  or  specific  enough.  It  may  seem  all  so  simple.  It 
would  be  a sad  commentary  on  our  society  however,  if  what  could  be  a 
simple  solution  is  overlooked  because  too  narrow  a view  is  taken  aboutl 
costs  and  definitions  of  need. 
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GUTHRIE:  Could  you  be  just  a little  more  specific  and  tell 

us  what  would  you  be  able  to  do  if  a person  came  into  the  home 
as  a homemaker  and  what  would  you  want  them  to  do  or  her  to  do 
that  you  can  not  do  that  you  wish  you  could  do? 

BARRON:  Well,  I think  homemakers,  number  one,  are  not  really, 

probably  trained  right  now  to  deal  with  some  of  the  more  acute 
manifestations  of  this  disease  so  I think  one  would  have  to  think 
in  terms  of  training,  but  if  the  person  were  simply  in  a state 
where  say  they  were  incontinent  and  there  was  just  an  awful  lot 
of  laundry  and  a lot  of  extra  work — I mean  homemakers  are  there 
to  just  keep  the  household  going  or  if  a wife  needed  to  go  off 
for  a weekend  or  go  to  even  a family  wedding,  or  something  that's 
pleasant  instead  of  being  around  illness  all  the  time.  I think 
to  think  of  respite  care  as  a luxury  is  really  very  sad.  You 
would  want  a homemaker  in  there  to  prepare  the  meals  and  see 
that  the  person  was  comfortable  and  not  necessarily  have  to  be 
removed  from  their  surroundings,  except  for  maybe  a very  short 
period  of  time — two  or  three  days,  perhaps  or  even  a week  in  the 
form  of  a vacation. 

GUTHRIE:  And  who  would  pay  for  that? 

BARRON:  Well  that's  the  problem.  Our  agency  might  fund  a 

request  like  that  out  of  some  special  endowment  funds,  but  we  are 
very  unique.  I think  that  the  family  agency  with  sizable  endow- 
ment funds,  or  access  to  private  foundation  money  of  any  kind,  is 
probably  really  unique  in  the  Boston  area--maybe  because  we're 
such  an  old  established  part  of  the  country.  There  are  a sizeable 
number  of  funds  that  we  can  appeal  to,  but  I know  that  in  other 
parts  of  the  country,  unless  there  are  public  funds  available 
the  homemaker  service  is  just  not  funded  by  any  private  foundations 
of  any  sort. 

GUTHRIE:  Would  you  be  interested  if  you  could  to  consider 

training  people  then  to  know  what  to  do  in  a home  where  there  is 
Huntington's  disease? 

BARRON:  Yes.  I don't  see  any  reason  why  we  wouldn't.  I 

think  that  there  are  enough  overlaps  as  the  psychiatrists  pointed 
i out  with  other  kinds  of  patients  with  other  kinds  of  symptoms 
! that  are  similar  or  not  so  that  it  would  be  worthwhile. 

, GUTHRIE:  Just  one  other  question — do  you  have  male  and  fe- 

' male  homemakers? 

' BARRON:  Well,  they  are  beginning  to  find  male  homemakers. 

Every  agency  in  Boston  now  has  one  or  two  as  a matter  of  fact. 
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M.  WEXLER:  Such  is  the  revolution!  Dr.  Simeon  Locke. 


TESTIMONY  OF 
SIMEON  LOCKE,  M.D. 
DIRECTOR,  NEUROLOGICAL  UNIT 
BOSTON  STATE  HOSPITAL 


LOCKE:  I'm  Simeon  Locke  and  I'm  in  charge  of  neurology  at 

Boston  State  Hospital  and  I have  an  appointment  in  neurology  at 
Harvard,  but  would  like  to  speak  in  the  context  of  my  former  role 
and  that  is  very  briefly  about  what  I think  is  a potential  resource 
available  in  the  changing  role  of  the  state  hospital  in  the  cur- 
rent society. 

It's  very  hard  for  me  to  get  accurate  figures,  but  the  best 
figures  that  I can  come  up  with  suggest  that  in  the  thrust  to 
decentralize  state  hospitals,  to  move  patients  from  the  old  domi- 
ciliary concept  into  the  community,  our  population  has  been  cut 
by  1/12  in  about  fifteen  years.  The  in-patient  population  at 
Boston  State  Hospital  in  1961  was  about  2,400  and  it  fell  linear- 
ly for  the  first  ten  years  to  1,600  in  1966,  to  800  in  1971  and 
then  the  curve  began  to  taper  off  to  our  current  level  of  about 
300  or  a little  bit  more.  Now  the  question  that  comes  up,  of 
course,  is  who  is  represented  in  this  residual  group  and  it 
seems  reasonable  to  suspect  that  a fair  percentage  of  persons 
with  Huntington's  disease  in  the  state  hospital  systems  will 
remain  in  this  group.  I think  this  has  two  implications.  One, 
it  emphasizes  the  responsibility  of  the  state  hospital  to  the 
patient  with  Huntington's  disease.  The  second  is  it  brings  to 
my  mind  the  potential  that  the  hospital  has  as  a resource  sub- 
sequently for  both  care  and  for  research. 

And  in  substance  what  I'm  saying  is  an  extension  of  some  of 
the  remarks  that  have  already  been  made.  Here  are  institutions 
that  in  many  instances  were  created  in  an  era  when  there  was 
perhaps  more  attention  to  aesthetics,  institutions  which  are  po- 
tentially very  livable--have  outdoor  facilities,  have  ambulatory 
facilities  within  the  institution  and  have  also  the  great  virtue 
of  having  graded  facilities  so  that  at  one  extreme  it  can  take 
care  of  a patient  who  is  up  and  about,  socially  responsible, 
emotionally  independent,  and  at  the  other  extreme,  can  take  care 
of  a patient  who  is  bedridden,  in  need  of  medical  support  and  of 
day  to  day  intimate  care.  I think  this  is  a unique  feature  that 
convalescent  homes,  for  example,  won't  have, that  other  institutions 
won't  have  and  has  the  virtue  of  making  the  transition  of  the 
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patient  from  one  to  another  stage  much,  much  easier.  It's  all 
done  within  the  confines  of  an  institution  he  knows,  with  which 
he  IS  familiar. 

The  second  point  about  it,  of  course,  is  that  it  may  speak 
to  the  question  that  was  brought  up  earlier  about  research  beds. 
Here  are  institutions  which  are  funded  which  are  fundamentally 
substantially  created,  have  the  physical  plant  for  doing  many 
of  the  things  that  are  essential  in  both  care  of  patient  and 
although  the  term  is  somewhat  objectionable,  the  research  aspects 
of  a given  disease--Huntington ' s disease.  What  these  institutions 
need,  of  course,  is  seed  money,  but  I would  think  comparatively 
small  amounts  of  seed  money  in  contrast  to  other  efforts  to 
initiate  therapeutic  or  research  communities.  So  I see  two  major 
points  that  remain  to  be  dealt  with  aggressively  in  considering 
the  role  of  the  state  hospital  in  the  management  of  the  patient 
with  Huntington's  disease.  The  need  for  better  management  in 
the  current  hospital  populations  who  have  the  disease  and  iden- 
tification implies  collation  of  data,  accurate  representation, 
and  ability  to  retrieve  the  data--all  of  which  are  sorely  lacking 
at  the  moment.  And  secondly,  upgrading  of  existing  facilities 
which  I think  can  be  done  in  an  economically  feasible  way  to  pro- 
vide really  first  class  opportunities  for  these  patients  in  the 
chronological  ongoing  care  of  their  advancing  disease. 

GUTHRIE:  I'm  sure  you're  aware  that  the  reputation  of  state 

hospitals  is  so  dreadful  that  most  families  shy  away  and  I'm  very 
interested  in  your  expression  of  a graded  facility.  At  the  first 
grade,  might  I ask,  would  a patient  be  in  a ward  that  is  locked? 

L(XKE:  Well  at  the  first  grade  under  ideal  circumstances, 

the  patient  would  be  at  home  and  would  come  to  the  hospital  vol- 
untarily to  partake  in  daycare  programs  which  means  supervised 
activities.  Perhaps,  only  with  other  patients  with  the  same  ill- 
ness, preferably  I would  think  in  a much  more  heterogeneous  com- 
munity. This  introduces  him  to  the  community  and  its  strengths 
and  its  capabilities  and  let's  him  help  decide  when  he  has  to  make 
the  move  from  home  into  the  hospital.  And  at  that  stage — no — he 
wouldn't  be  on  a locked  ward.  At  our  own  hospital,  although  I sus- 
pect there  are  still  some  locked  wards,  many  of  us  have  made  a 
vigorous  effort  over  the  past  several  years  to  unlock  the  doors. 
Just  parenthetically,  the  best  way  to  prevent  a patient  from  run- 
ning away,  as  far  as  I can  tell,  is  to  unlock  the  doors. 

GUTHRIE:  Now  are  you  saying  this  is  something  you  hope  to 

have,  or  you  already  have  a day  care  facility. 
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LOCKE:  We  already  have  day  care  facilities  although  not 

specially  earmarked  for  Huntington's  patients  and  with  respect  to 
Huntington's  disease,  as  you  might  guess,  the  patient  with  early 
Huntington's  disease  usually  does  not  participate,  doesn't  find 
the  state  hospital,  as  it  is  currently  structured,  a source  of 
strength  and  so  doesn't  utilize  it  and  it's  in  this  sense  that  I 
mean  to  suggest  that  we  may  constitute  a potential  resource. 

M.  WEXLER:  I must  jump  in  and  comment  on  that  rather  than  ask 

a question  because  I think  the  idea  is  extraordinary  and  if  I may 
go  far  afield  I am  thinking  that  for  example  in  the  area  of  schizo- 
phrenia in  Belgium  they  have  a whole  city  (Giho)  where  schizophre- 
nic patients  walk  around  all  the  time  and  mix  with  families  and 
the  stigma  doesn't  attach  to  the  schizophrenic  and  they  function 
in  the  community  and  they  are  often  very  helpful  and  even  gain- 
fully employed,  although  quite  hallucinated,  illusional  and 
psychotic.  Now  that's  in  the  way  out  extreme  and  I think  it 
carries  a lesson,  and  the  lesson  is  somewhere  applicable  to  what 
Dr.  Locke  is  talking  about.  Let's  take,  for  example,  the  state 
hospital  which  is  primarily  designed  for  "mental  patients"  and 
that  begins  to  have  a stigma  and  everybody  gets  very  frightened 
when  the  patient  is  assigned  to  some  kind  of  a state  hospital 
where  they  know  they  are  in  a sense  being  called  crazy. 

Take  on  the  other  hand  a hospital  of  a quite  different  cha- 
racter and  I'll  use  as  the  paradigm  the  County  Hospital  in  Los 
Angeles.  Now  they  have  open  wards  and  they  have  locked  wards 
and  they  have  wards  where  they  treat  cancer  patients  and  diabetic 
patients,  etc,  etc.  You  have  this  vast  intermingling  and  the 
idea  of  going  down  to  County  Hospital  has  only  the  stigma  of 
the  fact  that  you  just  can't  afford  one  of  the  very,  very  fancy 
Beverly  Hills  hospitals,  but  it  doesn't  necessarily  carry  the 
diagnosis  with  it  and  the  problem  is  that  stigma  in  terms  of 
the  diagnosis,  rather  than  anything  else,  so  it  there  were  a graded 
facility  which  included  gradations,  not  just  for  Huntington's 
disease  and  not  something  graded  on  up  to  the  locked  ward,  but 
graded  in  terms  of  a great  many  other  illnesses  and  had  a much 
more  generalized  aspect  to  it  which  might  begin  really  just  as 
the  first  transition  stage  from  home  to  something  like  a conva- 
lescent home  on  up . I think  you'd  have  a facility  which  would 
have  some  attractiveness  to  solve  a great  many  of  the  problems 
that  we're  talking  about  and  I'm  delighted  to  hear  that  suggestion 
because  I think  it's  enormously  creative  especially  since  it 
seems  to  me  to  be  also  enormously  economical. 

GUTHRIE;  I just  want  to  ask  because  we  discussed  it  the 
other  day  at  my  office  and  somebody  was  going  to  go  down  and  see 
if  we  could  investigate  if  there  was  such  a place  that  you  might 
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call  a day  care  center  and  someone  was  going  to  go  down  to  Rusk 
Institute.  You  wouldn't  know  if  there  is  such  a place  in  the 
New  York  city  area  by  any  chance. 

LOCKE:  No,  I don't  know  about  the  New  York  city  area. 

GUTHRIE:  I mean  called  a day  care  center  where  people  could 

go  for  recreational,  therapeutic... 

N.  WEXLER:  There  are  lots  and  lots  and  lots  of  them.  I 

think  that  the  real  problem  lies  in  this  kind  of... is  it  a neuro- 
logical problem  or  is  it  a psychiatric  problem?  I think  most 
Huntington's  families  believe  that  they  have,  and  they  do,  a neu- 
rological problem,  and  they're  frightened  of  the  psychiatric  im- 
plications because  the  psychiatric,  psychological  aspects  of  the 
illness  are  some  of  the  most  frightening  to  the  family.  Your 
point  that  this  is  such  an  intermixed  disease  is  a very  critical 
one  and  now  that  the  psychiatric  hospitals  are  beginning  to  change 
their  definition  and  are  emptying  out  the  patients,  I think  that 
there  may  be  as  you  say  this  new  population  of  patients, of  hos- 
pitalized patients,  with  neuropsychological,  neurological,  psy- 
chiatric disorders  and  we  need,  perhaps,  planning  for  neurologi- 
cal psychiatric  cases.  There  are  hundreds  of  day  care  centers. 
Nobody  uses  them  and  I*m  wondering  if  you  would  know — I might 
ask  this  question  in  Boston — as  they  are  emptying  out  the  state 
psychiatric  hospitals,  are  there  any  plans  in  the  works  for  con- 
version of  these  facilities  to  any  other  kind  of  chronic  facility 
or  any  other  program. 

LOCKE:  I can't  speak  authoritatively  to  this  but  just  from 

casual  observation  some  things  are  evident.  First  of  all  as  the 
patient  population  is  reduced  buildings  that  should  long  ago  have 
been  retired  are  being  retired  and  I think  this  is  a positive  move, 
but  at  the  same  time  very  substantial  structures  are  becoming 
available  and  so,  for  example,  one  thing  that  has  happened  is  we 
have  established  at  Boston  State  Hospital  a pre-release  center 
tied  into  the  penal  system.  Now  these  are  patients  on  the  grounds 
of  a so-called  hospital  who  are  not  patients  in  any  sense  of  the 
word  who  are  living  an  interacting  life  with  the  community  with 
both  the  hospital  community  and  the  outside  community,  although 
they  have  no  illness  other  than  what  might  be  construed  as  social 
illness.  I think  that  we're  going  to  find  more  and  more  agencies 
will  be  looking  with  avarice  on  the  facilities  as  they  become 
available  and  very  bluntly  put  what  I'm  suggesting  today  is  that 
we  should  not  overlook  this  opportunity. 

M.  WEXLER:  I think  we  should  say  the  Commission  is  directed  to 

investigate  and  explore  the  hospital  facilities  which  are  now 
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becoming  available  and  which  might  be  steered  in  the  direction  i 

of  the  purposes  of  the  Commission.  c 

c 

N.  WEXLER:  I think  it  would  be  extremely  helpful  to  us  if  : 

we  could  receive  information  about  any  such  facilities  which  are 
becoming  available  on  the  market.  We're  collecting  data  on  that.  • 
If  we  could  get  McLean's  we'd  take  it. 

LOCKE:  We  do  have  a neuropsychiatric  unit  at  McLeans.  ; 

N.  WEXLER;  Is  there  inpatient  and  outpatient,  both? 

LOCKE:  Mainly  inpatient,  but  there's  and  outpatient  com- 

ponent . 

M.  WEXLER:  Mr.  Simon  wants  to  ask  Dr . Barron  a question. 

SIMON;  I've  been  given  permission.  Dr.  Barron,  to  go  back — 
regarding  the  question  of  the  impact  of  emotional  desertion  that 
interested  me  greatly  and  I wondered  what  your  recommendations 
were  regarding  that. 

BARRON:  Well,  my  recommendations  were  that,  perhaps,  people 

wait  too  long  often  into  a disease  before  looking  for  help  and 
that  if  there  were  earlier  avenues  open  for  respite  care  so  that 
the  families  wouldn't  get  worn  out  in  a year  or  two  or  three  of 
a fifteen -year  disease  and  just  feel  that  it's  so  hopeless  that 
there's  no  just  light  anywhere.  That  you  might  find  that  they 
could  tolerate  much  better  the  long  range  effects  of  such  a long 
illness . 

SIMON:  Respite  care--I 'm  sorry  I don't  understand  that  term. 

BARRON:  Well,  that  means  that  you  don't  wait  until  it's  so 

much  of  a problem  that  you  need  day  to  day  care,  but  maybe  crisis 
periods  or  just  ordinary  life  cycle  kinds  of  things  which  is  why 
I gave  the  example  of  just  letting  somebody  go  off  for  a week's 
vacation,  maybe,  or  take  the  kids  to  camp  or  something  like  that 
in  the  summer  even  if  the  patient  couldn't  go  with  them. 

SIMON:  You  were  not  speaking  specifically  of  counseling  for 

the  family. 

BARRON:  Well  that  may  be  part  of  it.  I wouldn't  exclude  that, 

but  I am  speaking  specifically  to  homecare  per  se  in  terms  of  home- 
maker service  so  I narrowed  my  vision  today  to  that,  but  certainly 
as  someone  from  a family  agency  we  are  always  making  referrals 
within  the  agency  for  help,  but  one  of  the  unique  things  I've  seen 
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and  I've  worked  both  as  a counselor  and  a social  worker,  doing 
counseling,  and  now  as  a director  of  a homemaker  service — is  so 
often  the  people  who  do  come  with  these  very  severe  illnesses 
have  coped  without  seeking  counseling  for  so  long  that  by  the 
time  they  get  to  you  the  avenues  to  any  kind  of  counseling  are 
really  pretty  tightly  closed.  They  have  made  a closure  over  how 
they  are  going  to  handle  this  illness  long,  long  ago  and  unless 
they  have  met  a social  worker  in  the  hospital  somewhere  along  the 
line  early  in  the  diagnosis,  you  know,  or  a doctor  who's  been 
sympathetic  and  aware  enough  of  what  this  family  is  going  to  have 
to  face  and  cope  with  and  try  to  encourage  them  to  use  help  earlier 
The  chances  are  they  are  going  to  make  their  own  kind  of  adjust- 
ment which  often,  unfortunately  looks  like  a rather — not  only  is 
the  disease  pathological,  but  the  adjustment  seems  to  be,  I 
think  pathological,  more  than  it  would  need  to  be  if  there  was 
early  help  available.  Thank  you. 

GUTHRIE:  I want  to  say  that  there  was  a reverse  kind  of 
respite  too,  I have  learned,  available  where  not  only  does  the 
family  get  respite,  but  there's  the  respite  of  the  patient.  In 
Australia,  for  instance,  they  have  already  begun  to  make  a week 
or  two  available  of  vacations  to  the  patients  so  that  the  patient 
gets  a respite  from  the  home  and  the  family. 

M.  WEXLER:  Thank  you  very  much  for  helping  us  in  this  way  and 

will  our  next  group  please  come  up--Mr.  George  Annas,  Dr.  Daniel 
Sax,  Dr.  Paul  Power  and  Mrs.  Natalie  Frank. 


TESTIMONY  OF 
GEORGE  ANNAS 

DIRECTOR  FOR  THE  CENTER  OF  LONG  HEALTH  SCIENCES 

BOSTON  UNIVERSITY 

! ANNAS:  Thank  you.  I'm  George  Annas.  I'm  an  attorney.  I'm 

1 the  Director  of  the  Center  for  Long  Health  Sciences  at  Boston  Uni- 
1 versity  and  Assistant  Professor  at  Boston  University  School  of 
j Medicine . 

I do  not  consider  myself  and  am  not  an  expert  on  Huntington's 
[disease  and  am  here  mainly  to  address  the  issues  of  patients ' right 
I which  I do  consider  myself  an  expert  on,  both  of  the  person  who 
is  at  risk  for  developing  Huntington's  disease  and  the  person  who 
, has  developed  Huntington's  disease.  I see  my  role  mainly  as  list- 
>■  ing  the  major  legal  issues  that  are  involved  in  this  disease  and 
1 suggesting  those  that  can  and  can't  be  resolved  by  Federal  and 
! state  legislation. 
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First,  I'd  like  briefly  to  address  the  question  of  the  person 
who  is  at  risk  for  Huntington's  disease,  but  hasn't  developed  it 
yet.  The  main  legal  issue  involved  there,  of  course,  is  confiden- 
tiality. How  can  the  information  that  he  may  develop  Huntington's 
disease  be  used  against  him  by  people  who  either  don't  understand 
or  who  do  not  want  to  be  involved  with  someone  who  may  develop 
Huntington's  disease?  Those  types  of  problems  are  most  likely 
to  arise  in  terms  of  life  and  health  insurance  and  in  terms  of 
employment.  It  obviously  arises  other  places. 

In  terms  of  insurance,  current  laws  probably  do  not  prevent 
insurance  companies  (either  life  or  health  insurance  companies) 
from  discriminating  against  people  who  may  develop  this  disease, 
and  it  would  be  difficult  to  think  of  a way,  short  of  national 
health  insurance,  to  single  this  group  out  for  special  discrim- 
mination  by  health  insurance  companies  or  life  insurance  companies. 
It  could  be  done,  but  right  now  it  would  have  to  be  done  more  as 
a group  of  people  with  genetic  disorders,  rather  than  just  Hunt- 
ington ' s . 

The  employer  situation  is  probably  more  difficult  and  easier. 
Employers  can  discriminate  against  employees  for  any  reason  unless 
they  are  engaged  in  some  kind  of  state  action  or  Federal  or  state 
agency.  In  that  case  they  can  still  discriminate  against  their 
employees  if  there  is  a rational  connection  between  the  condition 
the  patient  has  and  the  job.  That  may  or  may  not  be  easy  to  prove, 
but  the  only  way  that  one  could  insure  a person  with  Huntington's 
not  being  discriminated  against  by  a Federal  employer  would  be  to 
pass  a statute  saying  that  was  illegal.  That  would  be  the  simplest 
way.  The  other  way  is  to  make  sure  that  the  employer  doesn't  find 
out  and  one  way  that  you  could  do  that  is  to  make  it  illegal  for 
the  employer  to  ask  and  there  are  states  like  Massachusetts,  for 
example,  that  make  it  illegal  for  an  employer  to  even  inquire  about 
a person's  past  institutionalization  for  a psychiatric  disease. 

It  was  thought  that  that  was  so  prejudicial  to  an  employee — a po- 
tential employee — that  it  was  useful  to  pass  a statute  saying  you 
just  couldn't  ask  about  that.  You  could  do  the  same  thing  with 
Huntington's  or  any  other  type  of  genetic  disease. 

Two  other  problems  I would  just  like  to  mention  and  I 'm  not 
sure  I can  resolve  at  all  are  one  problem  that  Huntington's  people 
that  have  and  are  at  risk  face  in  doing  research,  and  I know  you 
want  to  promote  research  on  this,  is  that  they  may  find  themselves 
being  contacted  very  many  times  by  different  groups  of  researchers 
to  become  involved  in  many  different  research  projects.  This  can 
be  a tremendous  invasion  of  privacy  and  it  may  be  something  that 
these  people  simply  don't  want  to  become  involved  in.  Some 
steps  should  be  taken  to  make  sure  that  individuals  who  don't  want 
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to  be  involved  in  research,  aren't  continually  contacted.  The 
second  problem  would  arise  with  a national  registry.  There  is 
no  doubt  that  that  would  be  useful  to  know  who  is  at  risk  for 
Huntington's  and  who  has  it.  On  the  other  hand  that  registry 
could  be  more  dangerous  to  people  who  have  it  than  it  would  be 
useful  if  that  information  could  be  found  out  by  third  parties-- 
insurance  companies,  even  by  state  registry  of  motor  vehicles. 

You  could  think  of  the  state  registrar  saying  no  people  who  are 
at  risk  for  Huntington's  can  have  driver's  licenses  and  they 
can  find  out  through  a Federal  registry  who  those  people  were 
would  be  a simple  matter  of  discrimination. 

So,  both  research  and  national  registries,  things  that 
are  set  up  to  help  people  with  Huntington's,  could,  in  fact, 
work  to  their  detriment  unless  federal  legislation  insures  the 
confidentiality  of  these  registries  and  that  no  one  not  directly 
involved  with  the  registry  can  have  access  to  the  names  or  other 
information.  So  that's  confidentiality  for  the  at  risks. 

The  next  important  issue  and  one  which  I'll  try  to  deal  with 
even  more  briefly  is  the  general  issue  of  hospital  care  for  the 
chronically  ill  and  specifically  Huntington's  people.  All  of  the 
chronically  ill  have  the  same  essential  patient's  rights  and  pa- 
tient's needs  in  the  hospital  so  I don't  think  you  have  to  dis- 
tinguish between  them  and  other  groups  of  chronically  ill.  Es- 
pecially important,  it  seems  to  me,  for  people  with  Huntington's 
are  access  to  the  medical  records  at  all  times  so  that  they  see 
what  their  physician  thinks  of  their  disease  and  what  his  percep- 
tions are  of  it  and  any  prejudices  that  he  may  have  that  show 
themselves  in  the  medical  record.  (Informed  consent)  so  that  they 
are  always  informed  about  what  the  physician  and  those  treating 
them  think  can  be  done  and  can't  be  done  for  them — what  the  alter- 
natives are  and  what  the  risks  are  of  different  types  of  experimen 
tal  treatment  and,  finally,  a system  of  advocacy.  I've  been  pro- 
posing patient  advocacy  for  all  patients  for  a long  time.  People 
with  Huntington's  disease  are  not  discriminated  against  by  not  hav 
ing  adequate  advocacy  in  the  hospital . Nobody  has  adequate  advoca 
cy  in  the  hospital.  Perhaps  this  could  be  used  as  a model  if  you 
could  set  up  a good  system  for  advocacy  for  people  with  Hunting- 
ton's or  people  with  just  serious  debilitating  diseases  like  this 
so  you  could  use  that  as  a model  for  all  patients — everybody  needs 
advocacy . 

One  final  point — I've  been  told  although  I wasn't  here  when 
the  testimony  was  given  that  someone  raised  the  legal  issue  about 
whether  you  could  preserve  tissues  of  people  with  this  disease 
after  they  die.  They  weren't  sure  you  could  do  that.  I want  to 
make  it  clear  that  under  the  law  of  all  50  states,  any  individual 
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be  it  with  or  without  Huntington's  disease  can  give  permission 
for  researchers  to  use  any,  or  even  his  entire  body  after  he  dies, 
any  certain  tissue  that  he  names  in  a document  called  Uniform 
Anatomical  Gift  Act.  He  can  sign  that  before  he  dies  and  that 
will  relieve  any  legal  questions  anyone  might  have  about  whether 
or  not  they  can  use  those  tissues. 

M.  WEXLER:  You  presented  us  with  legal  clarity  and  that  is 

terrific.  Now  I only  want  to  ask  you  one  question.  I want  to 
ask  a question  that  comes  up  over  and  over  again.  The  patient 
signs  this  paper  that  says  that  they  are  donating  their  bodies, 
etc,  etc,  and  then  after  they're  dead  you  run  into  all  kinds  of 
questions  by  pathologists,  etc,  etc,  who  say  this  consent  means 
nothing.  The  heirs  to  this  body  are — and  you  have  to  get  con- 
sents now  from  all  the  relatives.  What  is  the  answer  for  that? 

ANNAS:  You  do  not  have  to  get  consents  from  all  the  relatives 

The  Uniform  Anatomical  Gift  Act  is  legally  binding  on  the  relatives 
What  is  probably  at  stake  is  that  a relative  has  objected  and  the 
hospital  or  the  pathologist.  It's  not  at  stake? 

N.  WEXLER:  No--and  you  can  not  get  the  pathologists  to 

take  tissue  because  they  say  that  as  soon  as  the  person  dies  that 
their  body  is  owned  by  the  next  of  kin  and  then  they  have  to  get 
the  permission  of  the  next  of  kin  who  lives  in  Rhode  Island...  . 

ANNAS:  I find  this  hard  to  believe.  That's  just  completely 

wrong  and  you  should  be  able  to  make  that  clear  I would  hope  to 
the  pathologist.  Just  get  a position  paper  or  a legal  brief  on  it 
and  give  it  to  everybody. 

N.  WEXLER:  The  way  they  do  it  is  they  make  it  a hospital 

regulation  and  that  they  have  to  have  their  hospital's  autopsy 
permit.  You  see,  that's  where  they  get  you.  They  say,  terrific, 
fine,  you've  donated  it,  but  you  need  a permit. 

ANNAS:  But  you  don't.  If  it's  a hospital  that  does  kidney 
transplants,  for  example,  or  makes  any  other  use  of  the  Uniform 
Anatomical  Gift  Act,  they  know  how  silly  that  is  because  they 
don't  do  that  and  they  don't  have  to  do  that  and  that's  wrong 
and  that's  in  fact  violating  this  person's  rights  even  though 
he's  not  there  to  try  to  assert  them.  If  a family  is  that  in- 
terested then  they  should  make  a case  about  it. 


N. 

WEXLER: 

Bravo — okay. 

M. 

WEXLER: 

Bravo  is  right. 
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ANNAS:  The  law  is  very  clear  on  this. 

M.  WEXLER:  Mr.  Annas,  please  don't  leave,  but  would  you  sit 

over  there.  I'll  tell  you  why.  I want  to  go  out  of  turn.  Be- 
cause somebody  has  to  leave  and  I know  they  both  have  to  leave 
and  what  this  man  is  going  to  say  I think,  perhaps,  you  might 
have  a comment  on.  Mr.  John  Ferrara  please.  He's  not  on  our 
list,  but  he  wants  to  talk  on  the  problem  of  insurance. 


TESTIMONY  OF 
JOHN  FERRARA 
BOSTON,  MASSACHUSETTS 

FERRARA:  Just  a short  word  of  background — I am  a life  in- 

surance agent.  I have  been  in  the  insurance  business  for  eight 
years.  My  profession  is  one  of  underwriting  human  life  values. 

The  problem  of  special  diseases,  and  again  I also  am  not  an  expert 
on  what  is  Huntington's  disease.  I realize  what  it  is  by  defini- 
tion. Doctors  Saxe  and  Wolf  have  asked  me  to  speak  here  specifi- 
cally on  the  problems  that  do  come  up  with  underwriting  specialty 
diseases  in  the  private  sector.  If  I may,  my  understanding  of 
Huntington's  disease — my  specific  experience  levels  in  underwriting 
specialty  programs  in  specialty  diseases  have  really  been  quite 
limited  to  cancer  and  multiple  sclerosis.  Huntington's  disease 
I have  never  handled.  The  underwriting  books  of  most  of  the  major 
carriers  that  we  utilize  really  make  little  reference  specifically 
to  Huntington's  disease  although  they  do  categorize  it  as  a rare 
disease,  a very  tragic  disease,  it  is  considered  to  be  in  a class 
by  itself.  It  is  not  grouped.  It  is  chronic.  It  is  progressive. 

It  is  insidious  at  the  start,  but  we  see  it  as  relentlessly  pro- 
gressive and  therein  lies  the  dilemma  for  the  private  sector  with 
soundness  to  actuarially  create  a program  of  human  life  value  pro- 
tection through  life  insurance  contracts  which  must  be  financially 
viable,  which  must  answer  through  premiums,  over  a prolonged  period 
of  time,  a specific  outlay  at  death  or  at  disability.  We  cannot  on 
an  individual  basis  underwrite  a contract  with  somebody  that  we  know 
that  has  been  diagnosed  and  I mean  the  onset  has  occurred  and  we 
know  that  from  our  medical  departments  and  through  clinical  neuro- 
logy studies  that  from  onset  we  see  death  in  from  12  to  15  years. 

Primarily,  talking  with  the  medical  departments  of  the  pri- 
mary carriers,  and  I'm  speaking  of  the  quality  carriers.  There 
are  many  quality  companies  that  will  deal  with  reinsurance  groups 
that  can  get  coverage  for  the  specially  disabled  and  those  who 
have  specialty  diseases.  We  have  seen  in  my  short  experience 
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five  cases  from  eight  major  carriers  in  eight  years.  Now  that's 
just  remarkable.  The  incidence,  perhaps,  2.1  in  100,000  popula- 
tion, 400  to  600  deaths  in  the  entire  North  American  continent 
per  year.  It's  really  a problem  of  too  little  data.  Perhaps  a 
problem  of  too  little  case  study.  Referring  to  some  specific 
notes,  because  of  its  progressively  relentless  nature,  the  real 
problem  is  one  of  insurance  where  we  are  talking  to  an  offspring, 
somebody  whose  father  or  mother  has,  and  again  sex  is  not  consi- 
dered under  the  underwriting  problem  as  it  is  transmitted  by  either, 
is  with  the  children.  We're  looking  at  them  as  individuals  where 
the  onset  might  be  in  the  second,  the  third,  the  fourth,  the  fifth 
generation.  We  don't  know  which  one  or  two  that  they  may  be — the 
one  contracts  it,  the  one  who  does  not.  If  it  hasn't  manifested 
itself  when  they  come  through  the  door,  yet  we  have,  and  again 
this  is  probably  a very  tough  subject  matter--when  we  have  the 
information  through  attending  physician's  statements  and  through 
the  banks  of  information  that  their  father  or  their  mother  has 
had  it  or  that  they  have  been  examined  for  it,  it's  the  red  flag. 
It's  very  difficult  in  the  private  sector  to  underwrite  somebody 
who  we  know  we  are  playing  financial  Russian  roulette  with  as  far 
as  sound  underwriting.  There  are  avenues.  There  are  alternatives. 

I would  hope  that  there  was  some  empathy  in  such  a large  body  of 
financial  institutions. 

Again,  we  have  specific  carrier  provisions  for  people  with 
specific  diseases.  If  I can  regress  for  just  a moment  to  multiple 
sclerosis.  The  age  of  onset,  perhaps,  is  much  younger.  It  has 
the  qualities  of  regression — not  always  progressive  in  its  nature — 
and  so,  given  five  or  ten  years  of  specific  experience  levels  and 
attending  physicians ' statements  as  well  as  insurance  medical  exam- 
inations, there  are  many  MS  patients  who  are  standard.  I have 
one  in  my  own  family--my  sister-in-law.  We  have  problems  with 
cancer  where,  and  I'm  probably  misstating  a lot  of  the  names,  but 
lymphosarcosis  of  the  lymph  nodes  in  a broader,  not  a specific,  but 
a very  general  basis,  where  two  and  three  years  ago  two  physicians 
came  to  me  in  a professional  corporation.  They  were  partners  and 
we  underwrote  them.  They  both  had  suffered  cancer  back  in  the  early 
60 's.  They  had  gone  through  surgery.  They  had  gone  through  radia- 
tion treatment.  The  duration  had  been  for  approximately  ten  years. 
We  went  out  to  four  quality  carriers.  Every  one  of  them 
turned  us  down.  No  risk  taken.  We  went  further  to  a 
Canadian  study.  The  Canadian  study  assisted  us  in  studies  where 
ten  and  12  year  durations  for,  you  might  say,  a clean  bill  of  health 
has  occurred.  We  went  back  through  the  process  strictly  by 
education.  Nothing  had  changed.  Each  and  every  one  of  those  doc- 
tors received  $1/4  million  each  standard,  as  you  and  I would  as 
we  walk  through  the  door.  It  was  simply  a matter  of  the  data  was 
provided,  the  education  was  forthcoming  and  the  whole  picture 
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changed  180®.  When  Dan  Sax  called  me  I took  it  upon  myself  to 
call  each  and  every  major  medical  director  for  the  carriers 
that  we  work  with.  Each  of  these  doctors,  who  was  very,  very 
cjracious  to  anticipate  some  of  the  problems  that  you  are  concerned 
with  and  also  to  come  up  with,  perhaps,  some  of  their  philosophies 
I took  the  overriding  notes  from  each  one  of  them.  Every  one  of 
them  had  the  same  things,  basically,  to  say  and  that's  that  there 
is  not  enough  data.  We  do  not  have  the  identification  of  patients 
from  a clinical  study  standpoint  of  view  that  we  can  make  a finan- 
cial judgment  on.  And  remembering  that  we  do  answer  to  stockhold- 
ers, the  private  enterprise  stockholders  are  standing_ on  top_ of 
each  and  every  one  of  us.  It  is  a rare  disease — again  my  number — 
eight  studies,  nine  major  carriers  in  five  years.  Limited  case 
studies  with  which  to  deal  intelligently  with  specifics.  For 
instance,  a clinical  neurological  study  that  would  tell  us  that 
onset  at  a specific  decade  throws  an  entire  different  light  on 
this,  policies  could  be  designed  on  an  individual  basis  for  a 
specific  period  of  time  rather  than  an  open-ended  contract  that 
said  until  the  day  that  you  die,  it  could  be  a reasonable,  per- 
haps higher  premium  contract,  but  at  least  reasonable — fitted  to 
the  individual  as  opposed  to  a discriminatory  "No  you  are  not 
accepted!"  But  that  takes  information.  That  means  people  with 
HD  have  got  to  come  to  the  insurance  companies  so  that  studies  may 
be  performed  and  sound  numbers  can  be  established.  I think  the 
group  plan  concept — grouping  HD  patients  and  saying  that  we  will 
underwrite  them  as  a group  on  a pooled  basis  is  catastrophic. 

We're  talking  about  anti-selection  in  the  worst  way.  Everybody, 
for  instance,  when  the  Blue  Cross-Blue  Shield  opens  up  its  coffers 
and  says  "We  will  underwrite  the  eastern  Massachusetts  region  by 
age."  Every  unhealthy  person  in  eastern  Massachusetts,  who  has 
not  had  an  opportunity  to  go  over  to  the  private  carrier  because 
of  medical  exam,  walks  through  the  door.  That's  immediate  anti- 
selection against  profits.  It  makes  it  almost  impossible  to  under 
write  the  program  and  it  requires  massive  numbers.  I don't  think 
we've  got  the  massive  numbers  that  we're  talking  about  here  in 
order  to  financially  pool  an  account  that  would  handle  the  finan- 
cial woes  of  families  of  Huntington's  disease  patients. 

We  are  talking  about  financial  security.  We're  talking  about 
independence;  disability,  social  security  is  hardly  enough.  We're 
talking  about  life  insurance  where  the  head  of  a family,  man  or 
woman,  dies  in  an  instance  and  leaves  offspring  with  little  or  no 
income  other  than  what  might  be  attained  and  I can  certainly,  lis- 
tening to  the  doctors  talking  prior  to  me,  see  with  the  mental 
deterioration,  high  suicide  incidence  must  be  part  of  it  and 
these  people  could  hardly  work  well  over  their  early  years  and 
enmass  fortunes. 
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The  high  risk  situation  from  the  insurance  company's  stand- 
point of  view  is  one  that  eliminates  any  sound  financial  institu- 
tion from  considering  it.  The  high  risk  is  there.  What  can  they 
do?  The  mortality  is  way  outside  our  limits  for  rating.  Defi- 
nition of  rating  is  that  if  I have  a disease,  such  as  a blood 
disease  or  had  an  operation  for  one  or  another  type,  then  I fit 
into  a class.  They  take  attending  physicians'  statements  in  my 
current  physical  and  they  assign  me  an  extra  premium.  That 
extra  premium  is  up  for  review  year  in  and  year  out  for  dis- 
solution or  retention.  There  are  some  alternatives  that  we  dis- 
cussed and  we  have  discussed  in  the  past.  We  started  with  multiple 
sclerosis.  A battery,  perhaps,  of  competitive  reinsurers.  People 
who  would  deal  specifically  with  a Huntington's  disease  patient. 

The  underwriting  is  still  a problem.  Who  pays  for  it  when  it's 
an  absolute  risk?  We  know  it's  going  to  come  due  in  12  to  15 
years  as  somebody  comes  through  our  doors.  The  children  are  an- 
other problem — the  offspring.  We  could  conceive  of  minimums  being 
set — $50,000,  $100,000  minimums;  $10,000,  $2,000,  $1,000  whatever, 
as  long  as  the  data  was  available  and  all  concerned--the  clinical 
neurologists,  the  doctors  who  represent  the  insurance  companies 
as  directors  of  departments  and  the  patients  and  their  physicians — 
I think  a cohesive  effort  is  the  most  important  item. 

For  the  private  sector  to  be  mandated  to  underwrite  this 
problem,  as  a Republican  that  disturbs  me.  As  an  individual,  I'm 
very  empathetic  with  the  problem.  I've  experienced  it  with  my 
sister-in-law.  I see  what  that  is  mentally  and  physically  doing 
to  my  brother  and  his  children  and  to  my  sister-in-law.  I have 
been  close  to  the  cancer  problem  in  trying  to  underwrite  it. 

We  have  to  be  very  careful.  We're  not  physicians.  When  we  get  a 
result  from  a medical  department,  we  can't  walk  in  and  say  I'm 
sorry — that  you're  prone  to  death  and  we  may  not  underwrite  you. 

It  takes  some  deft  handling.  Perhaps  studies,  battery  of  medi- 
cal underwriting  departments  and  the  cohesive  action  between  all 
is,  perhaps,  the  best  alternative.  But  it  is  a matter  of  lack  of 
information  and  lack  of  case  studies. 

M.  WEXLER:  I would  suopose  that  as  a Republican  it  would  also 

disturb  you  to  face  the  alternative  that  instead  of  the  private 
sector  doing  it,  the  Government  would  do  it  and  that  would  in- 
crease taxation,  but  I think  maybe  the  suggestion  that  we  need 
more  data  is  certainly  obviously  correct  and  I think  we  even  need 
a better  definition  of  the  problem  because  I don't  know  what  in- 
surance you  were  talking  about.  For  example,  to  be  very  concrete 
one  of  the  major  insurance  problems  has  to  do  with  the  at  risk. 

It's  not  so  much  with  the  patient  who  has  already  had  the  disease, 
but  at  risk.  I don't  know  that  you  have  defined  in  the  context 
of  what  you  have  said  what  that  implies  in  terms  of  the  at  risk. 
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I'll  tell  you  what  it  is  specifically.  They  have  a 50-50  chance, 
but  I don't  what  it  is  that  you  were  defining  in  terms  of  insurance. 

ANNAS:  Life  and  disability. 

M.  WEXLER:  Life  insurance — well  we  can  put  that  one  aside  be- 

cause your  major  problem  is  the  impoverishment  of  the  family 
faced  with  the  necessity  ultimately  in  the  course  of  the  illness 
to  put  the  patient  in  a convalescent  home.  That's  where  the  dis- 
aster exists.  You  see  up  to  a certain  point  the  patient  can  be 
kept  at  home  and  if  you  want  to  exclude  that  from  your  insurance, 

I think  a great  many  of  the  HD  families  would  say  okay.  At  the 
point  where  it  becomes  disastrously  uncertain  and  difficult  and 
impoverishing,  bankrupting  is  when  you  begin  to  get  into  the 
out  -of  -home  care  and  then  you  have  to  have  more  data  as  you  say 
to  find  out  what  is  the  average  expectable  number  of  years  to 
be  anticipated  in  terms  of  that  type  of  care  and  what  is  the 
cost  of  that  type  of  care. 

One  of  the  problems,  for  example,  in  terms  of  having  health 
insurance  is  that  your  health  insurance  provides  that  you  can 
stay  for  90  days  in  a convalescent  home  provided  every  90  days  you 
go  into  the  hospital  for  three  days  and  then  you  can  spend  90  days 
more  in  a convalescent  home.  Well,  that's  a silly  program.  That 
isn't  going  to  help  an  HD  patient.  What  the  HD  at  risk  needs  real- 
ly and  what  the  family  needs  in  terms  of  not  bankrupting  itself  is 
perhaps  some  kind  of  insurance  which  insures  that  at  the  critical 
point  in  the  development  of  the  disease  in  case  the  at  risk  gets, 
and  we're  still  dealing  with  50-50,  at  that  critical  point  what 
would  it  cost  the  insurance  companies  to  maintain  that  patient 
until  the  terminal  period  in  a convalescent  home.  Now  I don't 
know  whether  you  have  computed  that  and  whether  that's  an  outra- 
geous thing  and  requires  outrageous  premiums,  but  as  far  as  I'm 
concerned  that's  one  of  the  key  and  the  most  critical  areas  of 
problem  for  the  insurance  of  the  family. 

ANNAS:  Well,  it's  a very  clear  dilemma.  If  we  are  antici- 

pating almost — we  are  talking  about  somebody  who  has  suffered 
onset.  We're  talking  15  years  of  x-dollars  per  day  for  insur- 
ance as  well  as  for  housing  costs.  It's  an  astronomical  amount 
of  money.  I quite  agree.  If  somebody  is  fortunate  enough  to  be 
within  a group  program  prior  to  onset--an  employer's  group  pro- 
gram— they  will  be  accepted  onto  the  private  carrier's  roles  and 
the  coverage  will  pay  under  Master  Medical  the  vast  majority  of 
uncovered  expenses  in  the  nursing  home  sector.  There  are  many  fine 
and  well-designed  plans  that  will  allow  for  co-insurance  that  moves 
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uncovered  medical  expenses,  specifically  mentioned  under  the  con- 
tract, to  a very  broad  and  limited  category  of  just  major  medical 
and  where  they  might  be  sharing,  as  you  and  I would  have  to,  ten 
or  15%  of  the  cost.  The  bulk  of  the  cost  would  transfer  to  the 
private  carrier. 

The  results  of  what  have  been  said  are  that  you  shouldn't 
look  to  the  private  sector  to  solve  the  insurance  problems  of 
Huntington's  disease  because  they  can't  afford  it.  I think  he's 
right.  If  the  premiums  are  just  going  to  be  too  high  in  terms 
of  the  payoffs,  it  seems  to  me  that  really  the  only  sensible 
answer  in  terms  of  the  health  care  of  a Huntington's  disease  per- 
son or  in  terms  of  the  health  care  of  anybody  who's  got  a catas- 
trophic illness,  is  either  catastrophic  health  insurance  or  national 
health  insurance  and  it  seems  to  me  that  you're  really  not  going 
to  get  relief  from  the  private  sector,  it's  going  to  have  to  come 
from  the  public  sector,  either  piece  by  piece — one  type  of  disease 
or  one  category  of  individual  at  a time — or  wholesale  by  a whole- 
sale system  of  national  health  insurance  and  then  to  look  at  pri- 
vate sectors  as  not  going  to  sell  you  disability  insurance,  not 
going  to  sell  you  life  insurance  and  will  probably  only  sell  you 
health  insurance  if  you're  in  a group.  If  you're  in  a group,  it 
maybe  very  helpful.  If  you  can  get  in  a group. 

N.  WEXLER:  Maybe  I'm  being  obtuse,  but  for  clarification, 

okay — I'm  at  risk  and  31  (peak  age  of  incidence  is  35) . Are  you 
telling  me  that  if  I walked  into  any  insurance,  private  sector 
agency  tomorrow  I can't  get  life  insurance? 

ANNAS:  If  you  tell  them  you're  at  risk.  . . 

N.  WEXLER:  Now  let's  pretend  that  I'm  being  honest. 

FERRARA:  No,  that's  not  precisely  what  I'm  saying.  I'm  say- 

ing that  raises  a tremendous  dilemma.  There  isn't  a rate  table 
in  the  industry  which  is  carefully  and  actuarially  sound,  developed 
that  will  tell  us  that  if  you  are  at  age  31  with  the  onset  age 
coming  at  35  and  your  mother  or  dad  had  that,  and  we  know  those 
facts.  Then  again,  how  do  we  assign  you  a risk?  The  risk  would 
be  so  tremendous  that  you  would  be  paying  astronomical  premiums 
for  the  amount  of  risk  that  you're  looking  for  whether  it  be 
disability  covering  or  life  insurance  or  major  medical  coverages. 

In  essence,  you're  anticipating  an  accident  and  you're  saying 
we  see  it  on  an  absolute  basis,  50-50  within  three  years  and  the 
cost  will  occur.  We  couldn't  pool  monies  fast  enough  to  meet 
that  disaster.  We  could  not  do  that.  You  would  have  to  be  fit, 
as  counsel  has  said,  into  a group  situation  where  the  private 
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sector  has  been  asked  by  the  government  to,  perhaps,  at  least 
administer  the  coverages.  We  will  help  you  in  pooling  it.  We 
will  help  you  in  developing  the  numbers  because,  frankly,  HD 
patients  do  not  come  to  private  carriers — as  cancer  patients 
did  not  for  years  and  this  matter  of  education  came  upon  the 
forcing  mechanism  of  their  coming  through  the  door  and  saying-- 
Do  something!  But  then  there  are  the  larger  numbers  and  the 
pressure  groups,  quite  frankly,  that  made  the  private  sector 
respond . 

GUTHRIE:  But  what  did  you  do  about  the  cancer  patient  who 

doesn't  know  he's  going  to  have  cancer  in  terms  of  the  propor- 
tions of  people?  How  did  you  decide?  Because  you  have  the  same 
problem  there.  A certain  popillation  is  going  to  get  cancer  and 
you  can't  predict  it  now,  but  what  do  you  do  about  insurance? 

FERRARA:  An  example--somebody  comes  through  the  door  and 

they  have  a history  of  cancer  in  their  family.  They  have  a his- 
tory of  diabetes.  They  are  considered  to  be  at  risk — so  to 
speak.  In  other  words  what  we're  looking  at  is  a history, 
attending  physicians'  statements,  etc. # and  these  people  fall  in- 
to a risk  class  and  they  are  asked  to  pay  an  additional  premium. 

GUTHRIE:  Now  what  would  you  do  if  in  the  Huntington  family, 

where  they  don't  know  that  it's  there.  They  would  be  able  to 
get  the  insurance  because  they  don't  have  the  history  written 
down.  And,  of  course,  many  of  our  people  do.  We  found  out  in 
New  York  that  you  can  go  in  and  buy  insurance  anywhere  and  as 
far  as  the  insurance  company  was  concerned  if  you  develop  the 
disorder  within  the  first  three  years,  they  could  cancel  it 
for  any  disease — let  alone  Huntington's  disease.  Therefore  go 
buy  your  insurance . 

FERRARA:  That's  not  entirely  true  of  many  carriers.  Your 

point  is  well  taken.  If  the  diagnosis  has  been  kept  or  withheld, 
if  the  diagnosis  has  gone  down  as  some  related  disease  and  the 
physician  chose  not  to  call  it  HD--so  the  record  did  not  show  HD, 
it  showed  some  neurological  problem  handled  by  a neurological 
group  and  perhaps  some  psychiatric  work.  Those  two  things  will 
not  prejudice  against  complete  coverage.  You  may  not  have  it. 
That's  not  true.  You  will  then  be  underwritten  as  someone  who 
has  had  a problem.  The  attending  physician's  statements  will  be 
taken  into  full  consideration  and  the  program  developed.  I will 
guarantee  the  program  will  be  more  expensive  than  for  the  average 
individual,  but  the  coverage  will  be  available  and  as  long  as 
there's  been  no  fraud  and  no  misrepresentation  at  the  date  of 
inception  replication,  there  is  no  problem  of  cancellation  of 
coverage . 
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GUTHRIE:  Well  you  see  people  learn  these  facts  and  since 

there  are  so  many  people  who  cannot  identify  the  HD  family  in 
the  past  history,  they  are  buying  their  insurance  and  are  get- 
ting coverage,  therefore,  because  they  cannot  identify  the  back- 
ground of  the  disease.  So  we  are  in  a dilemma. 

FERRARA:  With  an  attending  physician's  statement  and  sig- 

nature— that's  sound  and  clearer  application. 

GUTHRIE:  Therefore,  it  behooves  the  HD  family  at  this  moment 

to  get  insurance  and  say  nothing. 

ANNAS:  Be  very  careful,  though,  because  if  the  insurance 

company  can  prove  later  on  that  you  knew  about  it  and  didn't  tell, 
they  can  cancel  your  policy. 

M.  WEXLER:  What  happens  to  our  epidemiology?  As  Nancy  suggest 

ed.  . .we  better  stay  clean. 

SAX:  I think  if  I may  make  a point  of  clarification  about 

the  clinical  expression.  . . 

M.  WEXLER:  Would  you  introduce  yourself,  please? 


TESTIMONY  OF 
DANIEL  SAX,  M.D. 

MEDICAL  COUNSEL 
CCHD 

SAX:  Dr.  Daniel  Sax--I 'm  down  here  as  a counselor-medical 

advisor  to  the  Committee  to  Combat  Huntington's  Disease  for 
Massachusetts,  associate  professor  of  neurology,  Boston  Univer- 
sity Medical  School  and  Chief  of  the  Neurology  Department  of  the 
VA  Outpatient  Clinic. 

I want  to  comment  just  about  the  clinical  idea  of  Hunting- 
ton's disease  and  come  back  to  a point  that  Dr.  Wexler  asked 
earlier  and  this  is  the  expression  of  the  illness.  Multiple 
sclerosis  at  times  comes  on  explosively.  Huntington's  disease 
does  not,  necessarily;  it  is  gradual.  Even  though  one  talks  of 
an  expectant  period  of  the  illness,  say  15,  20  years,  there  are 
cases  that  will  last  as  long  as  48  or  50  years  and,  in  fact,  I'm 
following  a juvenile  Huntington's  patient  who  is  48  years  old 
and  his  illness  began  at  age  five  to  six.  He  is  not  a patient 
in  one  of  our  state  institutions.  Certainly  he  has  had  progres- 
sion, but  he  has  had,  has  been  alive  and  until  recently  was  help- 
ing out  in  maintaining  the  ward  in  the  hospital  where  he  is  a 
patient.  So  I think  that,  and  I have  already  alluded  to,  that 
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just  being  at  risk  for  the  illness,  or  even  developing  the  illness 
does  not  necessarily  mean  that  you  will  have  a rapid  progression, 
a serious  progression  that  will  prevent  you  from  making  a signi- 
ficant contribution. 

If  I may,  I think  Woody  Guthrie  is  a good  example  of  the 
contribution  that  can  result  and  does  result  in  the  face  of  a 
potential  illness.  Not  everyone  gets  the  illness  at  35.  One 
of  the  problems  that,  we  see  is  the  individual  who  at  65  or  70 
comes  in,  the  grandmother  has  developed  a chorea.  There  is  a 
vague  family  history  as  to  other  members,  or  maybe  no  history 
at  all--will  my  children  have  the  illness?  It  is  these  kinds  of 
questions,  these  kinds  of  definitions  of  the  full  range  of  clini- 
cal expressivity  of  the  disease  that  have  to  be  answered.  One  of 
the  ways  of  answering  this  was  certainly  through  epidemiologic 
studies.  Another  answer  is  the  definition  of  these  illnesses 
through  careful  clinical  assessment  and  definition  of  the  disease 
process  . 

Now,  we  are  faced  with  an  illness  whose  cause  we  do  not 
know  except  that  there  is  a gene  that  is  autosomally  dominantly 
inherited  that  means  that  each  child  will  have  a — of  a parent 
who  has  the  illness--has  a 50-50  chance  of  getting  the  disease. 

We,  unfortunately,  have  no  easy  test  for  predicting  which  of  these 
individuals  will  have  the  illness.  How  can  we  predict — and  what 
are  some  of  the  early  changes  that  will  indicate  that  if  a per- 
son at  risk  actually  has  the  illness?  You've  heard  of  some  of 
the  tests  that  Dr.  Butters  has  been  doing,  that  we've  been  look- 
ing at  with  our  population  of  patients.  Just  to  find  a problem 
in  recent  memory  and  short  term  memory  does  not  mean  that  one 
' who  is  at  risk  for  the  disease  has  the  disease.  Using  the  mar- 
velous advance  of  the  CAT  scan  and  we've  already  looked  at  25 
: or  so  patients  with  Huntington's  disease  and  another  five  or  so 
, who  are  at  risk  for  it--some  of  them  might  or  might  not  have  the 
' illness  and  we've  developed  now  measures  in  the  CAT  scan  to  in- 
i dicate  whether  or  not  there  is  caudate  nucleus  atrophy  or  not  as 
; compared  to  a population  of  over  100  normal  individuals,  who  have 
; had  their  CAT  scans  for  such  things  as  headaches.  We  found  that 

■ in  the  measure  that  is  done,  there  is  a ratio  of  the  distance 
intercaudate  body  to  the  frontal  tip  of  greater  than  two,  which 

■ falls  well  within  normal  range.  These  are  of  all  ages.  People 
i with  caudate  atrophy  have  a lower  number.  I mention  this  only 

technically  for  your  information.  However,  just  having  one  ab- 
. normal  figure,  one  abnormal  change  does  not  make  the  diagnosis  of 
the  illness  and  it  is  the  climical,  neurologic,  and  psychiatric 
definition  of  the  illness  and  its  particular  time  that  really  deter 
mines  the  presence  or  absence  of  the  illness.  A person  can  have  a 
chorea.  There  are  well -documented  cases  of  Huntington's  disease  wi 
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chorea  only,  minimal,  moderate  and  with  which  that  individual  leads 
a long,  productive  life  and  retires  at  65  or  70  with  his  chorea,  but  . 
without  the  dementia. 

There  are  the  groups  of  choreas  or  Huntington's  disease  that 
present  primarily  as  schizophrenic  disorders,  and  only  develop 
chorea  way  late  in  the  illness.  I think  one  of  the  areas  that  the  ' 
insurance  companies,  perhaps,  might  adjust  themselves  to,  and  you  \ 
have  alluded  to  the  fact  that  you  already  do,  is  the  specific  i 

experience  of  the  individual  at  the  time  that  he  is  applying  for  ; 
the  insurance.  ; - 

Now  what  about  Huntington's  disease  as  a model  for  another  ‘ 

very  major  neurologic  and  psychiatric  illness  and  that  is  the  ' 

group  of  illnesses  diagnosed  as  "the  organic  brain  syndromes"?  ! 

A very  common  group  of  them  are  the  post-traumatic  abnormalities,  ; ‘ 

and  an  even  more  puzzling  group  are  the  pre-senile  and  senile  ; 

dementias.  They  are  very  similar  to  Huntington's  disease  in  that 
they,  too,  show  a progressive  loss  of  memory  and  ability  of  insight  i ' 
and  judgment.  Perhaps  even  some  of  these  illnesses  are  inherited  in|  | 

a dominant  manner,  although  most  of  the  senile  and  pre-senile  ! ' 

dementias  are  thought  of  in  terms  of  a sporadic  illness.  I think 
just  the  insights  that  come  about  by  (1)  the  careful  investigation 
of  the  basic  abnormality — biochemical,  physiologic,  pathologic, 
molecular  - comes  from  the  careful  study  of  Huntington's  disease  ^ 
and  can  be  applied  to  this  more  widespread  illness.  That's  one 
category  and  then  the  experience  of  clinical  studies  that  gets 
into  how  best  to  manage  these  individuals.  Dietrich  Blumer  mentioned 
the  fact  that  these  illnesses  and  the  reaction  of  brain  to  its  dis- 
functions can  be  treated  and  managed.  Just  in  the  clinical  manage- 
ment of  these  patients  with  the  phenothiazines , tricyclics,  lithium — 
any  of  the  other  many  types  of  medications  that  have  been  tried  are 
indeed  types  of  experiments  in  nature  and  ways  of  understanding  a 
little  bit  more  of  the  final  expression  of  the  biochemistry.  The 
only  way  that  such  careful  studies  can  be  done  where  there  can  also 
be  given  some  hope  to  the  patient  so  that  they  feel  that  they're  not 
just  being  harassed  by  another  investigation,  is  by  the  careful 
clinical  coordination  of  the  full  range  of  these  studies  so  that  one 
does  not  have  the  feeling  that — well,  it's  just  a study  in  the  labora- 
tory without  any  personal  application  to  me  at  this  time. 

I'm  not  going  to  discuss  some  of  the  things  that  Dr.  Power 
I'm  sure  will  be  mentioning  later,  but  also  have  ramification  in 
a better  understanding  of  the  exact  expression  of  the  illness. 
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M.  WEXLER:  Perhaps  we  should  hear  from  Dr.  Power  and  then  we 

can  nave  me  questions  tor  both  of  you? 


TESTIMONY  OF 
DR.  PAUL  POWER 
REHABILITATION  PSYCHOLOGIST 
BOSTON,  MASSACHUSETTS 

POWER:  My  name  is  Dr.  Power  and  since  the  fall  of  1973  a 

significant  amount  of  my  time  as  a rehabilitation  psychologist 
has  been  spent  with  the  families  of  Huntington's  disease  patients, 
and  more  specifically  beginning  in  the  spring  of  1974  I conducted 
an  in-depth  research  with  nine  Huntington's  disease  families  in 
the  greater  Boston  area,  visiting  each  family  once  a week  for  two 
hours  and  the  visits  continued  for  four  months.  Now  the  object 
of  the  research  was  to  explore  family  behaviors  that  could  in- 
fluence the  Huntington's  disease  patient,  to  understand  the  reac- 
tion of  the  children,  the  at-risk  individuals  to  the  illness,  and 
to  learn  how  the  family  could  be  assisted  to  cope  with  the  con- 
cerns of  caring  for  the  patient  and  my  involvement  since  that  time 
of  research  with  the  families  of  Huntington's  disease  patients  has 
only  corroborated  the  results  of  the  study. 

Now  one  of  the  glaring  realizations  that  came  to  my  atten- 
tion was  the  lack  of  continued,  stable  availability  of  a social- 
work-related  person  that  could  help  the  families  to  understand 
the  implications  of  the  illness  to  family  life  — a person  whom 
the  families  could  trust  and  who  could  help  them  to  work  through 
their  anxieties  and,  importantly,  help  the  patient  to  function 
productively  in  the  family  environment.  Prior  to  my  research 
there  was  such  a person  who  did  a unique  and  excellent  job,  but 
in  the  last  two  years  the  absence  of  such  help  has  created  added 
anxiety  to  these  families.  These  families  experienced  an  alone- 
ness,  if  they  continued  to  voice  the  need  for  help  to  assuage 
their  concerns  related  to  family  adjustment  — reduced  family  in- 
come and  the  changing  of  family  roles.  When  the  earning  capacity 
of  the  breadwinner  is  substantially  reduced  and  there  has  been, 
at  least  in  this  area,  a lack  of  funding  for  such  a person  and 
such  a person,  for  example  could  train  families  in  coping  and 
adaptation,  could  be  available  again  to  show  families  how  to 
relate  to  the  patient,  perhaps  in  a more  productive  way  than 
what  I have  observed  in  my  own  involvement  with  the  families. 

Secondly,  I learned  and  have  continued  to  realize  that  the 
family  has  a vital  function  as  the  determinant  of  behavior  in  the 
chronically  ill  parent — that  better  management  of  the  patient 
within  the  home  will  lead  to  decreased  need  for  costly  hospitali- 
zation and  ancillary  services  as  well  as  increasing  the  economic 
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productivity  of  some  of  the  patients  and  many  of  the  family  mem- 
bers. A Huntington's  disease  patient  can  function  adequately 
for  many  years  in  a productive  role  in  the  family  and  society, 
but  the  majority  of  patients  are  unaware  of  how  to  achieve  pro- 
ductivity, of  how  to  seek  really  a new  meaning  of  life  in  place 
of  the  old.  Many  patients  can  resume  successfully  many  of  the 
activities  of  daily  living,  but,  to  achieve  this,  the  family 
must  be  effectively  utilized  in  relation  to  the  care  of  the  pa- 
tient. So  again  by  optimizing  the  residual  assets  of  the  patient 
and  using  appropriately  the  total  human  family  environment,  there 
can  be  a reduction  of  time  spent  in  the  nursing  homes.  So  my  con- 
cern when  we  look  at  the  word  "management"  is  not  only  with  the 
so-called  nursing  concerns,  which  are  very  vital  and  necessary 
which  have  been  attended  to  since  I've  been  present  here  this 
afternoon,  but  with  the  behavioral  management  of  the  patient. 

The  family  needs  assistance  in  this  and  when  it  is  provided,  as 
I have  observed  it,  then  through  some  very  efficient  means  the 
patient  almost  does  an  about  face  in  relationship  to  his  own  ill- 
ness, the  family  environment  becomes  a much  more  positive  one  and 
costs  that  the  community  must  provide  have  been  reduced. 

Now  again,  to  attain  this  goal  to  help  families  reduce  their 
eventual  costs  of  hospitalization  and  nursing  care  by  learning 
how  they  can  create  a more  facilitAtive  environment  for  the  pa- 
tient, there  is  the  necessity  for  continued  research.  An  in- 
depth  investigation,  for  example,  with  a larger  number  of  fami- 
lies, will  generate  information  that  can  be  utilized  to  teach 
families--this  is  the  vital  area — to  teach  families  how  to  live 
productively  in  the  face  of  a degenerative  illness  and  such  know- 
ledge can  give  these  families  hope--hope  that  their  ill  family 
member  can  live  as  best  a life  as  possible  within  the  limitations 
of  the  disease.  I strongly  believe  that  money  spent  now  will  re- 
duce later  the  need  for  additional  sources  of  monetary  support. 

So  this  is  the  way  that  I feel  and  this  is  my  position. 

M.  WEXLER:  I want  to  open  up  a question  with  an  anecdote.  A 

couple  of  years  ago  we  had  a workshop  here  at  Harvard  and  Dr.  Sax 
was  kind  enough  to  demonstrate  some  of  the  HD  patients  at  his  hos- 
pital so  that  our  young  basic  scientists  who  knew  nothing  about 
HD  at  all — had  never  seen  an  HD  patient--would  be  able  to  see 
the  clinical  syndrome  directly  and  experience  it  and  be  able  to 
go  back  to  their  discussions  with  some  very  concrete  knowledge. 
There  were  a number  of  HD  patients  presented  at  that 
time  and  I must  tell  you  that  I was  so  enormously  impressed  be- 
cause Dr.  Sax  is  a terrific  psychologist  and  his  handling  of  these 
HD  patients  was  a treat,  not  only  as  a clinical  neurological  demon- 
stration, but  a marvelous  psychological  presentation.  It  was 
great  psychotherapy.  I remember  that  clearly.  Dr.  Sax,  and  that 


2-782 


Boston,  Massachusetts 


October  1,  1976 


anecdote  isn't  just  out  of  the  blue.  It  has  a purpose  because  I 
wanted  to  ask  both  of  you  what  you  thought  in  terms  of  your  ex- 
perience of  the  psychological  impact  on  HD  patients  when  they 
are  put  on  a ward  together--if  you've  had  that  kind  of  experience, 
because  we  have  had  it  very  briefly  and  I'm  curious  about  it  in 
terms  of  these  centers  that  have  been  suggested  because  by  and 
large  you  find  HD  patients  spotted  separately,  individually  in  an 
isolated  fashion  around  in  convalescent  homes  or  hospitals - 
have  you  had  experience  with  groups  of  them  and  was  that  a sup- 
portive experience  for  the  HD  patient  or  something  negative? 

POWER:  My  own  experience  has  been  not  with  a group  of  HD 

patients  in  a nursing  home  or  a convalescent  environment.  My 
own  perspective,  of  course,  is  one  philosophically  of  normaliza- 
tion; namely,  to  create  as  normal  an  environment  as  possible 
for  the  patient  and  many  times  to  put  that  person  in  the  nursing 
home,  even  with  a group  of  Huntington's  patients,  would  be  very 
denormal izing  for  them,  namely  as  contrasted  to  the  family  envi- 
ronment. I think  there  is,  to  say  the  least,  little  research 
available  on  the  emotional  reaction  of  the  patient  when  they  are 
with  their  own--it  depends  upon  the  stage  of  the  disease.  We 
have  done  this  in  group  studies  therapeutically  with  multiple 
sclerotics  and  if  they're  younger  they  want  to  learn  how  they 
cope.  They  want  to  learn  from  others,  but  if  we're  talking  about 
some  patient  who  has  progressed  quite  considerably  in  the  disease, 
we  wonder  about  the  learning  capacity  and  what  benefit  that  expe- 
rience really  will  be  to  the  patient.  I have  great  doubts  about 
that . 


SAX:  I think  it's  important  in  discussing  Huntington's  dis- 

ease and  this  particular  aspect  to  define  the  stage  of  the  illness. 
There  can  be  a great  deal  of  strength  and  reinforcement  and  help 
in  people  who  have  minimal  signs  or  are  in  the  early  stages  of  the 
disease  and  how  each  other  has  approached  and  helped  solve  some 
of  their  problems  and  anxiety.  I think  a good  example  of  this 
observation  and  a good  example  of  the  positive  benefits  of  the 
identification,  definition  and  dealing  with  Huntington's  disease 
can  be  seen  with  the  Committee  to  Combat  Huntington's  Disease — 

The  various  families,  members  of  families  working  together.  Once 
the  illness  itself  has  reached  the  stage  where  there  is  a signifi- 
cant dementia  and  a significant  degree  of  movement  disorder  where 
the  patient  is  confined  to  a bed  or  a chair,  then  such 
groupings  become  less  meaningful  to  the  patient  himself.  Now  in 
the  early  aspects  of  the  disease  where  the  diagnosis  is  being 
confirmed  or  where  the  first  assays  into  treatment  management  or 
relief  of  symptoms  are  made,  I think  that  the  patient  seeing  a 
deteriorated  or  debilitated  state  would  become  frightened  by  this 
It  would  raise  his  level  of  anxiety.  However,  if  he  wer6  with 
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a group  that  was  going  through  a similar  stage  of  the  illness, 
they  could  get  a great  deal  of  strength  and  the  idea  that  there 
can  be  some  hope  and  a positive  approach  to  the  illness  where  so 
often  you  hear,  and  this  is  part  of  the  education  process  even 
with  our  medical  students — to  think  that  you  can't  cure  it, 
therefore  there's  nothing  to  do.  But  there  is  a great  deal  that 
can  be  done . 

Earlier  you  asked  about  day  centers  and  day  treatment  cen- 
ters. If  the  patient  is  willing — the  VA  system  has  within  its 
confines  day  treatment  centers,  many  of  them  are  devoted  to  drug 
and  alcohol  problems.  Those  individuals  with  Huntington's  disease 
who  do  have  drug  and  alcohol  problems  certainly  can  participate 
in  this  and  even  without  that  specific  diagnosis  with  the  diag- 
nosis of  Huntington's  disease  such  facilities  are  available  to 
them. 


As  far  as  figures  for  the  long-term  cost  of  Huntington's 
disease  and  illness,  probably  the  Veteran's  Administration  would 
have  these  figures.  An  individual  who  develops  Huntington's  di- 
sease while  in  the  service  most  often  is  considered  and  will  be 
granted  a service  connected  disability  and  I think  this  is — it 
depends  on  when  they  have  developed  the  disease  relative  to  their 
service.  I know  for  multiple  sclerosis  the  limit  is  seven  years. 
Now  obviously  if  a person  has  been  in  the  service,  has  been  dis- 
charged and  20  years  later  develops  the  disease,  that  will  not 
be  considered  service  connected. 

GUTHRIE:  Danny,  I think  we  need  a ruling  on  that  because 

I think  this  has  become  almost  the  province  of  an  individual 
director  or  doctor.  There  are  those  who  say  we  won't  even  take 
you  in  whether  you're  connected  or  not  connected.  There  are  those 
who  will  take.  . .it  varies  greatly  and  I don't  think  we  have  any 
specific  rulings  on  that... in  the  VA  that  is. 

SAX:  I think  you're  right.  But  I have  seen  most  of  them-- 

maybe  it's  just  my  interest  in  such  and  even  before  I became  that 
involved  with  the  illness — when  I was  in  the  Navy  there  were 
those  individuals  who  had  been  in  service  who  were  still  granted 
their  honorable  medical  discharges  and  a service  connected  with 
it  so  as  you  say  it  is  a variable  expression. 

M.  WEXLER:  We  must  move  along.  Natalie  Frank,  please. 
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FRANK:  My  name  is  Natalie  Frank.  I am  46  years  old,  a house- 

wite  and  a volunteer  Corresponding  Secretary,  Patient  Service 
Coordinator  and  Trustee  to  the  Massachusetts  Chapter  of  the  Commit- 
tee to  Combat  Huntington's  Disease.  My  husband  has  HD,  and  we  have 
four  at-risk  children. . .a  son  22,  and  three  daughters  20,  17  and 
14  . 

I met  my  husband  when  we  were  very  young,  I had  just  turned 
14.  For  as  long  back  as  I can  remember,  my  father-in-law  had  an 
unusual  walk,  and  when  he  spoke  I often  wished  he  would  clear  his 
throat.  My  father-in-law  came  from  a large  family  of  nine  children, 
he  being  the  youngest.  One  of  his  brothers  was  in  a nursing  home 
with  what  was  diagnosed  as  Parkinson's  disease.  Another  sister 
was  showing  choreic  movements.  She  was  later  diagnosed  as  having 
HD.  Originally  his  brother  had  been  placed  in  a state  hospital. 

This  upset  the  family  and  they  had  him  moved  to  the  nursing  home. 
They  all  pitched  in  each  month  for  his  support.  His  sister  had 
a wonderful  husband.  He  cared  for  her  as  long  as  he  could,  and 
when  she  entered  a nursing  home  the  family  also  contributed  to 
her  support. 

My  father-in-law  was  not  an  aggressive  man  and  although  he 
provided  for  his  family,  their  means  were  very  modest.  After  a 
succession  of  jobs,  he  became  a cab  driver.  His  employer  was 
very  kind  and  kept  him  on  though  he  received  calls  saying  one  of 
his  drivers  was  drunk.  His  condition  worsened,  and  he  retired  on 
Social  Security  Disability.  He  had  not  been  in  the  service  and 
was  not  eligible  for  any  veterans'  benefits.  My  mother-in-law  had 
gone  back  to  work,  and  he  stayed  home  and  cared  for  himself  until 
he  developed  difficulty  in  swallowing.  He  lost  weight  and  we 
finally  put  him  in  a nursing  home.  His  inability  to  swallow  led 
to  tube  feedings  through  a permanent  implantation  in  his  stomach. 

My  father-in-law  was  a dear,  sweet,  wonderful  man  who  adjusted 
beautifully  to  his  new  environment.  We  took  him  to  our  home  every 
Sunday,  and  loved  having  him.  He  never  complained  about  not  being 
able  to  eat  solid  food,  but  for  some  strange  reason  he  could  eat 
ice  cream,  and  how  he  loved  that  treat. 

By  this  time  the  numbers  in  the  family  had  dwindled  by  three, 
and  there  was  no  mention  by  the  others,  who  were  along  in  years, 
about  contributing  to  my  father-in-law's  support.  We  had  just 
finished  paying  off  the  loans  we  had  taken  to  get  through  medical 
school  and  establish  an  office.  We  did  not  want  to  rob  my  mother- 
in-law  of  her  dignity  by  asking  her  to  go  on  welfare,  so  we 
assumed  the  nursing  home  expenses.  She  also  contributed.  Within 
two  years  our  personal  costs  amounted  to  about  $25,000.  That  fig- 
ure does  not  include  board  because  his  food  was  considered  a medi- 
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cine.  We  were  bankrupt.  Between  the  costs  of  the  nursing  home, 
the  running  of  our  home  and  the  overhead  of  my  husband's  office, 
we  were  constantly  running  short  of  money  to  pay  our  taxes.  We 
were  forced  to  borrow  again,  and  a vicious  cycle  started  where, 
on  top  of  our  other  expenses,  we  were  paying  close  to  $1,000  a 
month  to  repay  loans . How  foolish  we  were . We  tried  to  spare  my 
mother-in-law,  and  in  the  end  (the  last  six  months  of  my  father-in- 
law  s life)  we  had  to  ask  her  to  go  on  welfare.  It  has  been  five 
years  since  my  father-in-law' s death,  and  we  still  have  not  recoveredi 
from  our  financial  losses. 

There  is  something  wrong  with  a society  that  says  that  a per- 
son with  a debilitating  disease  for  which  there  is  no  known  cure, 
must  not  only  carry  the  burden  of  his  fate,  but  must  also  be 
financially  penalized  for  having  that  illness.  Although  the  HD 
person  does  receive  Medicare,  that  only  covers  the  doctor's  bills 
and  medication.  Nursing  home  care  is  denied.  The  only  way  a 
family  can  survive  is  to  go  on  welfare.  Why  should  a man  or  woman 
be  forced  not  to  work  to  support  his  family  because  a spouse  has 
an  irreversible  illness  requiring  constant  care  beyond  the  means 
of  the  working  man?  Instead  of  the  ill  person  being  put  on  wel- 
fare, an  entire  family  is  kept  from  being  active,  productive  citi- 
zens. 

The  fate  of  the  woman  HD  victim  is  often  worse  than  that 
of  the  man.  Faced  with  mounting  bills  and  no  avenue  for  finan- 
cial relief,  the  husband  (whose  salary  and  savings  are  all  too 
quickly  gobbled  up  by  the  high  costs  of  institutionalization)  is 
sometimes  forced  to  divorce  his  wife  so  she  can  collect  welfare 
and  he  can  be  free  to  support  his  family.  What  a terrible  blow 
for  someone  who  already  feels  shunned  and  deserted  by  society. 

The  divorce  can  be  explained  as  the  only  way  to  sustain  the  fam- 
ily, but  what  a cruel  and  depressing  decision  for  the  woman  to 
accept . 

My  husband  has  been  more  fortunate  than  others  with  HD.  He 
is  one  of  the  percent  of  HD  victims  who  suffer  the  choreic  move- 
ments of  the  disease  rather  than  the  mental  symptoms.  His  decline 
has  been  very  gradual,  maintaining  long  plateaus  before  slipping 
another  notch. 


In  July  of  1975,  a patient  took  a letter  opener  from  his 
desk  top  and  forced  him,  by  threat,  to  write  prescriptions  for 
narcotics.  Being  greedy,  the  patient  asked  for  large  amounts  of 
several  kinds.  When  he  went  to  cash  the  prescription,  the  druggist 
called  to  verify.  My  husband  told  him  it  was  written  under  threat. 
The  druggist  held  the  patient  for  the  police,  and  an  arrest  was 
made.  This  whole  episode  involved  many  trips  to  court,  all  the 
while  the  patient  was  out  on  the  streets.  My  husband  was  very 
frightened,  and  reluctant  to  be  in  his  office  alone.  It  had  been 
his  practice  to  go  to  his  office  after  an  afternoon  clinic  one 
day  a week.  His  secretary,  who  is  aware  of  the  fact  my  husband 
has  Huntington's  disease,  does  not  work  on  those  afternoons.  For 
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two  weeks  after  the  incident,  my  husband  cancelled  appointments  made 
on  these  days.  He  was  very  agitated  and  his  movements  increased. 

His  speech  became  more  halting.  As  time  went  on,  he  calmed  but  he 
had  slipped  considerably  into  the  disease.  His  patients  noticed 
he  was  quite  nervous  and  made  mention  of  it  to  his  secretary. 

In  February  of  1976  I received  a call  from  the  Chief  of  Medi- 
cine at  the  hospital  where  my  husband  is  a member  of  the  staff. 

On  the  way  over  to  his  office,  I had  pretty  much  convinced  myself 
that  a patient  must  have  called  to  complain  about  my  husband  being 
drunk.  To  my  surprise,  the  complaint  came  from  a different  source. 

For  ten  years  my  husband  had  done  physical  exams  for  a firm  one 
morning  a week  in  their  clinic.  Another  doctor  worked  the  same 
time  slot.  This  other  doctor  called  the  chief  at  the  hospital  to 
say  there  was  no  serious  complaint,  but  the  employees  had  made 
comments  on  my  husband's  hesitancy  in  speech  and  his  mannerisms. 

He  also  said  the  writings  on  his  records  were  hard  to  read,  and 
the  nurses  had  trouble  with  his  notes.  The  implication  was  they 
thought  he  may  be  drunk  or  on  drugs.  I told  the  chief  and  the 
other  physician  present  that  my  husband  had  HD,  and  that  although 
he  did  have  the  choreic  movements,  his  personality  and  mental  state 
were  intact.  I was  asked  if  I knew  the  implications  of  the  disease 
and  I said  I did. 

I must  say  my  mind  shattered ...  fragments  tumbling  around  with 
different  thoughts,  none  of  them  cohesive.  I was  truly  relieved 
that  the  hospital  knew  what  the  problem  was.  One  thousand  pounds 
had  been  lifted  from  my  shoulders,  and  I was  happy,  yet  I was  ter- 
ribly angry  and  hurt  at  the  underhanded  way  the  whole  situation  had 
been  handled.  Why  hadn't  the  doctor  gone  to  his  superior  at  the 
clinic?  Why  didn't  he  talk  to  my  husband  directly?  Why  this  behind 
his  back?  What  if  he  loses  his  staff  privileges?  I felt  as  if  the 
whole  ball  of  wax  had  melted. 

I suggested  my  husband  resign  his  position  with  the  firm,  and 
have  his  name  removed  from  the  emergency  room  staff  at  the  hospital. 
His  own  patients  knew  him,  and  he  had  no  trouble  with  them.  The  chief 
and  the  other  physician  agreed  that  this  might  be  the  best  thing  to 
do.  They  said  they  were  thinking  of  my  husband's  best  interests, 
and  they  said  they  would  speak  to  him. 

When  my  husband  came  home,  I told  him  what  had  happened.  He 
had  no  inkling  that  any  of  this  was  going  on.  He  did  not  agree  with 
me  about  resigning,  but  I pushed  the  issue.  As  I look  back  now, 
he  was  right.  He  should  have  taken  this  problem  up  with  the  firm 
where  the  complaint  should  have  been  registered.  He  sent  a brief 
note  of  resignation  to  the  firm,  and  a letter  of  explanation  to  the 
physician  who  had  called  the  hospital.  Neither  had  the  courtesy  to 
answer  his  letter.  He  wrote  to  the  firm  again  to  explain  why  he 
had  resigned,  and  again  they  did  not  reply.  This  after  ten  years 
of  working  with  those  he  thought  were  friends. 
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The  hospital  requested  my  husband  have  a cortical  testing  and 
neurological  exam.  He  complied.  The  cortical  testing  showed  he 
did  have  a little  difficulty  absorbing  new  material.  He  had  long 
been  aware  of  that  fact,  and  for  three  years  prior  to  the  time  the 
hospital  offered  a continuing  education  series,  he  would  shut  down 
his  office  once  a month  on  Friday  to  attend  all-day  courses  given 
by  a downtown  hospital . He  now  attends  ones  given  by  his  own  hos- 
pital . 

It  was  the  decision  of  the  Board  at  the  hospital  that  my  hus- 
band be  allowed  to  continue  in  his  present  capacity  with  the  pro- 
vision a colleague  check,  within  24  hours,  the  diagnosis  of  the 
admitted  patient  and  recheck  the  patient  eight  days  later  (if  the 
patient  is  still  in  the  hospital) . The  progress  sheets  must  be 
initialed  by  the  monitoring  physician.  Two  of  his  colleagues 
have  agreed  to  do  this.  This  arrangement  will  be  in  effect  until 
a review  of  his  neurological  condition  is  conducted  in  a year,  or 
sooner  if  indicated.  The  results  of  his  cortical  testing  are  being 
kept  in  the  office  of  the  chief  of  medicine.  This  solution  was  off- 
erred  as  a protection  to  the  hospital,  patient  and  my  husband. 

From  the  initial  phone  call  to  me  in  February  until  the  final 
decision  in  April,  we  heard  nothing  from  the  hospital,  and  I was 
a wreck.  All  I could  think  of  was  what  now,  what  if  he  isn't 
allowed  hospital  privileges,  where  would  he  go,  what  would  he  do? 

He  certainly  isn't  ready  for  disability  yet,  who  would  hire  him? 

One  firm  had  just  let  him  go.  My  husband  felt  he  had  done  nothing 
to  warrant  his  dismissal  from  the  staff,  and  he  felt  no  news  was 
good  news . 

We  feel  the  decision  by  the  hospital  is  fair.  We  realize  they 
have  to  protect  themselves,  and  they  treated  my  husband  well.  My 
concerns  are  now  the  backstairs  gossipers,  the  distorted  truths, 
the  fact  that  two  avenues  of  income  have  been  closed  and  that  there 
are  sure  to  be  patients  who  will  also  choose  to  discriminate  and 
select  another  physician  because  my  husband's  mannerisms  are  "dif- 
ferent." Even  if  he  is  allowed  to  use  the  hospital,  there  may  come 
a time  when  his  overhead  may  exceed  his  net  income,  and  he  may  be 
forced  out  of  practice.  And  always,  knowing  you  are  subject  to  the 
whim  of  the  disease. 

Each  case  of  Huntington's  disease  is  different.  Each  person 
runs  a different  course.  Many  of  the  symptoms  and  problems  are 
the  same,  but  HD  persons  cannot  be  lumped  in  one  bag.  Each  person 
has  the  right  to  work  to  their  fullest  potential  as  long  as  they 
can,  but  this  right  is  often  denied. 

This  is  the  stigma  of  Huntington's  disease ...  the  very  thing  that 
keeps  it  a "closet"  disease.  Those  who  respected  my  husband's 
opinion  and  referred  patients  to  him  will  now  think  twice.  I 
think  if  he  was  a druggy  or  an  alcoholic  he  would  be  regarded  in 
a better  light.  They  don't  look  drugged  or  drunk,  but  how  clear  is 
the  thinking?  Even  Doctor  Venerable  who  hangs  his  coat  in  a broom 
closet  and  forgets  his  name,  is  chuckled  about,  but  never  asked  to 
undergo  a cortical  testing. 
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The  lack  of  knowledge  concerning  Huntington's  disease  among  the 
professionals  is  frightening.  In  the  company  of  a psychiatrist  who 
said  he  was  also  a neurologist,  the  physician  noted  my  husband  had 
a neurological  disorder,  and  asked  what  it  was.  When  my  husband 
said  it  was  Huntington's  disease,  the  physician's  face  turned  into 
that  of  a wounded  cocker  spaniel.  "How  depressed  you  must  be,"  he 
said... not  once,  but  on  four  separate  occasions.  How  I wanted  to 
punch  him  in  the  nosel  It  has  taken  years  of  hard  work,  filling  in, 
keeping  my  husband  buoyed,  carrying  the  extra  burdens  so  he  will 
have  no  stress  and  here,  in  a casual  conversation  with  a supposedly 
knowledgeable  person,  bad  seeds  had  been  planted.  Why  not  the 
positive  attitude?  Why  not  praise  for  being  able  to  achieve? 

These  personal  experiences  plus  those  I have  heard  from  our 
membership  in  my  capacity  as  Patient  Service  Coordinator,  stories 
of  incorrect  diagnosis,  misinformation  on  the  heredity  factor,  the 
fact  that  many  physicians  fold  their  hands  and  say  there  is  nothing 
to  do,  the  fact  that  our  members  often  have  to  explain  the  disease 
and  spell  out  the  course  of  management  to  the  physician ...  these 
factors  all  add  up  to  the  need  for  education , education  not  only 
for  the  laymen,  but  for  the  professional.  It  is  the  GP  or  intern- 
ist the  patient  often  sees  before  a referral  to  a neurologist  is 
suggested.  The  middle-aged  physician,  if  he  remembers  Huntington's 
disease  at  all,  probably  recalls  the  single  disasterous  paragraph 
carried  in  the  older  medical  textbooks.  There  must  be  a major  effort 
to  include  courses  in  the  current  diagnosis  and  management  of  Hunt- 
ington's disease  through  the  continuing  education  series  offered  to 
physicians  throughout  the  country. 

The  same  lack  of  education  is  seen  in  the  allied  health  fields, 
only  the  void  is  greater.  We  receive  calls  from  social  workers, 
nurses,  physiotherapists.  . ."What  information  do  you  have  on 
Huntington's  disease?  I have  looked  for  two  years,  and  found 
nothing."  How  do  I handle  this  problem?  From  what  I am  told, 
there  is  no  publication  or  text  available. 

It  is  perhaps  in  my  capacity  as  Patient  Service  Coordinator 
that  I feel  most  helpless.  There  is  a certain  amount  of  merit  for 
the  shoulder  to  cry  on,  for  being  able  to  talk  to  someone  knowing 
you  know  a little  about  the  disease,  or  being  able  to  refer  to  a 
proper  physician,  but  what  happens  in  time  of  crisis?  The  volun- 
teer has  no  credentials  and  is  of  little  help.  When  I called  a 
particular  hospital  about  a problem  of  concern  from  a member  in  a 
different  state,  I was  told  in  no  uncertain  terms  to  mind  my  own 
business,  and  that  what  I had  requested  was  beyond  the  realm  of 
CCHD.  In  a sense,  that  statement  was  correct.  There  is  a place 
for  the  volunteer,  but  unless  that  volunteer  is  trained,  or  has  a 
degree,  she  does  not  have  the  skills  required  for  a true  Patient 
Service  Coordinator.  The  Patient  Service  Coordinator  should,  to  be 
effective,  have  an  affiliation  with  a hospital.  I am  sure  that  if 
I had  called  and  given  an  affiliation  other  than  CCHD  to  the  physi- 
cian, the  conversation  would  have  been  on  a different  level. 

In  Massachusetts  we  recognized  the  need  for  just  such  a person 
and  hired  a Patient  Service  Coordinator  for  a nine-month  period. 
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Those  nine  months  were  the  most  productive  for  our  organization. 

Our  members  worked  harder  for  the  organization  knowing  they  were 
getting  a service,  and  she  worked  hard  for  them.  We  all  know  funds 
are  desperately  needed  to  find  a control  or  cure  for  Huntington's 
disease,  but  funding  must  also  be  considered  for  Patient  Service  Co- 
ordinators. What  are  families  to  do  waiting  for  a cure?  Each  day 
they  live,  they  live... and  often  their  lives  are  filled  with 
anguish.  Whole  families  are  toppled  like  dominoes  because  they 
hadn't  been  reached  in  time  for  proper  counseling.  Who  can  give 
this  counseling?  It  is  expensive  and  HD  families  have  no  extra 
money.  Kind  offers  have  been  made  for  group  therapy  by  professionals, 
but  the  complexities  of  this  disease  make  it  a full-time  challenge, 
much  too  costly  for  the  professional  to  volunteer  in  terms  of  time. 

I feel  that  every  time  a physician  makes  a diagnosis  of  Hunt- 
ington's disease,  that  person  and  his  or  her  family  must  be  coupled 
with  a Patient  Service  Coordinator  who  will  help  them  cope  with  the 
serious  problem  of  mental  health.  Guidance  must  be  given  by  someone 
who  knows  the  pitfalls,  someone  who  can  encourage  the  family,  stop 
the  needless  ruination  of  lives  through  fear  and  lack  of  knowledge, 
someone  who  can  help  develop  family  strengths. 

One  other  area  of  concern  was  brought  to  my  attention  through 
our  membership.  HD  children  are  sometimes  put  up  for  adoption. 

The  new  parents  are  made  aware  that  the  child  is  at  risk,  yet 
there  are  no  legal  provisions  made  to  assure  the  adoptive  parents 
that  the  records  will  remain  open  so  a check  can  be  made  of  the 
health  of  the  natural  parent.  There  should  be  some  changes  in  the 
law  to  allow  for  this  necessary  check,  not  only  for  the  HD  child  at 
risk,  but  for  all  children  at  risk  for  a hereditary  disease, 
especially  a disease  of  late  onset. 

A long  time  ago,  a family  was  burned  at  the  stake  in  Salem, 

Mass.  They  were  choreic.  They  were  branded  witches.  Time  has 
elapsed  but  the  witch  hunt  continues.  The  HD  person  is  still  iso- 
lated, laughed  at,  taunted,  discriminated  against,  misunderstood, 
and  misdiagnosed.  Whole  families  still  suffer.  The  Committee  to 
Combat  Huntington's  Disease  has  been  a major  force  in  educating 
the  public.  It  is  a small  organization  fighting  a big  battle,  one 
that  goes  deeper  than  the  numbers  may  reflect.  It  needs  financial 
help.  Only  through  funds  for  research,  counseling,  and  education 
of  the  laymen  and  professional  can  the  HD  victim  and  family  ever 
learn  to  live  comfortably  with  the  disease,  to  come  out  of  the  clo- 
set filled  with  fears  and  anxiety. 


2-790 


Boston,  Massachusetts 


October  1,  1976 


M.  WEXLER:  Thank  you  very  much.  Just  one  very  brief  question. 
Dr.  Sax  do  you  know  of  a single  paper  booklet  or  book  which 
would  represent  some  kind  of  adequate  educational  presentation 
available  to  educate  the  general  practitioner,  the  internist,  or 
even  the  neurologist  about  diagnosis,  treatment,  etc.,  of  Hunting- 
ton  ' s? 

SAX:  Off  the  top  of  my  head — no.  There  are  chapters  in  the 

medical  books.  There's  the  first  volume  of  Advances  in  Neurology, 
which  you  are  familiar,  with  and  you  know  the  brief  pamphlet  that 
the  committee  to  Combat  Huntington's  Disease--that  material,  but 
other  than  that  there  is  no  other  thing  available. 

M.  WEXLER:  Thank  you  very  much.  I appreciate  your  coming 

here.  We  are  running  a little  behind. 

SAX:  I might  say  about  education — I think  with  the  interest 

in  basal  (ganglion)  disorders  that  has  been  stimulated  by  Parkin- 
son's disease,  treatment  of  L-dopa,  generally,  the  whole  attitude 
and  interest  in  Huntington's  disease  has  become  much  more  increas- 
ed and  available. 

M.  WEXLER:  Our  next  group--Mr.  Ronald  Maloney,  Dr.  Juanita 

McBeath,  Dr.  Max  Suberi,  Dr.  Donald  Osterberg. 


TESTIMONY  OF 
RONALD  MALONEY 
PAWTUCKET,  RHODE  ISLAND 

MALONEY:  My  name  is  Ronald  Maloney.  I am  32  years  old.  I 

was  a self-employed  carpenter  with  a beautiful  home  I had  built  in 
Rhode  Island,  but  most  of  all  I had  a family  of  my  own  consisting 
of  a great  wife,  I thought,  and  three  beautiful  boys — Brian,  age 
eight  (I  adopted);  Shawn  (age  5);  and  Gar  (age  4) . 

When  it  was  apparent  that  I had  HD,  I began  to  lose  every- 
thing. First  came  the  separation,  then  a divorce.  Along  with  the 
divorce  I lost  the  house  I had  built,  my  car,  my  business,  and 
above  all,  someone  to  lean  on.  I am  being  taken  care  of  finan- 
cially by  the  Government,  but  only  because  I had  the  ability  to 
go  around  and  find  out  what  I'm  able  to  do  and  entitled  to.  You 
see  God  has  let  me  stay  one  step  ahead  of  the  illness  because  I 
got  to  help  myself  because  there's  no  one  there  to  help  me. 

I urge  you  to  help  all  of  us  with  HD  or  anything  like  it 
for  all  those  less  fortunate  than  I am  myself  and  need  someone 
to  help  them.  Thank  you. 
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M.  WEXLER:  Thank  you.  I think  that's  a terrifically  courag- 

eous statement  and  I think  you  illustrate  most  dramatically  what 
has  been  talked  about  that  if  there  were  some  help  for  the  HD 
patient  they  could  really  function.  Now  you've  been  fortunate 
enough  to  have  the  strength  to  do  it  on  your  own  and  to  make  it 
work  for  you,  and  other  people  probably  with  a little  help  could 
emulate  your  example.  Thank  you  very  much  for  coming. 

MALONEY:  Thank  you. 

M. _WEXLER:  Dr.  McBeath. 


TESTIMONY  OF 
JUANITA  McBEATH,  M.D. 

DIRECTOR  OF  NEUROLOGY  UNIT 
NEW  HAMPSHIRE  STATE  HOSPITAL 

McBEATH : My  name  is  Juanita  McBeath.  I am  Director  of 

Neurology  at  New  Hampshire  Hospital  and  a member  of  the  neu- 
rology faculty  at  the  Dartmouth  Medical  School . I am  going 
to  submit  some  prepared  remarks  which  do  outline  some  of  the 
work  that  we've  been  doing  regarding  turning  a state  hospital, 
or  parts  of  a state  hospital,  around  into  a community-type  ser- 
vice, linking  it  particularly  with  the  medical  school  at  the 
state  health  department. 

There  is  another  issue  which  I feel  is  more  important  to 
comment  on.  I have  had  a lot  of  interest  for  roughly  15  years 
in  Huntington's  disease.  I think  I've  learned  more  here  today 
than  firom  reading  most  of  the  literature.  We've  heard  a lot  of 
good  statements  about  what's  going  on  from  professionals  like 
myself.  I think  the  important  thing  that  we've  heard  is  it 
isn't  working.  The  most  important  thing  for  the  Commission  and 
Congress  to  listen  to  today  is  not  us,  but  the  patients,  because 
obviously  what  is  happening  is  not  working.  Dr.  Locke  was 
speaking  with  respect  to  the  state  hospital.  This  is  a closet 
disease.  Public  hospitals  are  closet  institutions.  There's  got 
to  be  a lot  of  work. 

Essentially  I'm  not  a researcher,  but  a practitioner  and  a 
teacher.  We  are  not  teaching  our  medical  students--!  heard  a 
couple  of  horrifying  stories  about,  and  I'll  speak  about  this 
because  I think  I'm  entitled,  a horrifying  lack  of  insight.  We 
see  the  pressures  of  the  young  physician's  first  acquaintance  with 
some  of  these  problems  and  I'm  sure  the  patient's.  I let  patients 
do  the  teaching  because  they  can  teach--I  can't.  I think  the  need 
for  education--!  think  it  probably  has  to  begin  with  the  Congress 
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' because  in  taking  care  of  patients,  which  is  important,  you  don't 
have  to  go  over  the  lack  of  funding  in  the  f amilies--that ' s been 
done  by  people  that  are  in  it.  I don't  have  Huntington's.  I'm 
not  at  risk.  I have  at  least  a modest  amount  of  money.  I think 
the  issue  of  education--it ' s interesting  that,  to  be  quite  candid, 
of  a number  of  extremely  well-known  researchers  on  the  podium,  only 
one  mentioned  education  and  a slight  reference  to  medical  students, 
rt's  absolutely  appalling  the  lack  of  knowledge.  I was  at  a local 
I state  medical  society  meeting  where  we  had  a discussion  about 
, computer  tomography  or  CAT  scanning,  which  I've  been  involved  in  for 
j couple  of  years.  I happened  to  be  showing  the  CAT  scan  to  a 
neuroradiologist  who  was  present.  About  six  or  eight  physicians 
gathered  around  fascinated.  I think  that  I may  be  totally  prejudiced 
i because  I live  with  this  problem--a  lot  of  my  practice  is  beginning 
to  be  in  this  area  and  in  an  area  of  epilepsy  which  is  not  too 
different,  but  I think  the  issue  of  funding  for  programs  that  have 
a great  deal  of  input  in  terms  of  education — it's  difficult.  It's 
as  difficult  if  not  more  difficult  that  the  critical  problem  mentioned 
earlier  of  people  doing  important  work,  work  that  I probably  wouldn't 
be  smart  enough  to  do,  but  they  can't  get  beds  to  do  it.  Patients 
want  to  help.  You  can't  get  the  money.  I think  of  all  the  social 
issues  that  come  up,  the  issue  of  education  and  of  education  across 
the  board  and  I think  I'll  close  with  this — education  of  local  govern- 
ment facilities  as  well  as  the  national  government.  I don't  think 
that  you  people  in  the  Federal  government  can  do  it  all.  I know  I 
certainly  plan  to  talk  to  our  own  legislature  in  New  Hampshire. 

That's  probably  the  biggest  thing  I've  learned  today  is  of  educating 
them  and  the  other  idea  of  professional  education. 

New  Hampshire  Hospital  has  found  itself  in  a unique  position  in 
several  ways.  New  Hampshire  Hospital  is  the  only  state  supported 
hospital  for  chronic  neurological  and  psychiatric  disease  in  the 
State  of  New  Hampshire.  This  offers  a unique  set  of  political 
problems  and  opportunities  for  innovative  health  care  delivery. 

It  is  one  of  the  few  such  hospitals  in  the  country  to  have  an 
active  and  growing  Neurology  Unit  as  one  of  the  major  hospital 
priorities.  An  affiliation  with  the  Dartmouth  Medical  School 
Department  of  Psychiatry  has  made  this  challenge  an  attractive 
one.  Among  the  interests  of  the  Neurology  Staff  has  been  the  care 
of  patients  with  Huntington's  Disease.  Traditionally,  patients 
with  Huntington's  Disease  have  been  handled  by  either  neurologists 
or  psychiatrists  depending  upon  the  particular  problems  being 
encountered  by  the  patient. 

Among  generalists  in  the  practice  of  medicine,  there  is  on 
many  occasions  considerable  reluctance  to  become  involved  in  the 
care  of  difficult  problems  confronting  Huntington's  patients.  It  is 
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our  feeling  that  when  properly  planned  and  executed,  the  quality 
of  life  can  be  made  infinitely  more  comforable  for  the  average 
patient  suffering  from  Huntington's  Disease.  Such  care  is  demand- 
ing, demands  special  training,  preferably  by  a health  care  team 
approach.  We  have  tried  this  approach  by  a team  composed  of  a 
neurologist,  neuropsychologist,  social  worker  and  nursing  person- 
nel. Physical  Therapy  and  Occupational  Therapy  also  have  prime 
inputs.  The  maintenance  of  such  a team  and  the  maintenance  of 
appropriate  inpatient  and  outpatient  facilities  are  of  course 
moderately  expensive. 

Traditionally,  patients  and  families  with  Huntington's  Disease 
have  not  had  private  funding  necessary  to  finance  much  of  the 
needed  care.  Financing  care  for  these  patients  is  another  criti- 
cal item.  The  role  of  the  health  care  team  in  improving  access 
to  the  health  care  system  and  in  improving  the  quality  of  health 
care  delivery  to  these  patients  can  very  easily  attain  goals  of 
making  life  more  comfortable. 

An  additional  item  that  has  to  do  with  the  quality  of  life  for 
people  with  Huntington's  Disease  has  to  do  with  biomedical  re- 
search. Biomedical  research  has  progressed  greatly  over  recent 
years.  There  is  now  some  understanding  of  what  may  be  first 
indications  of  a biochemical  defect.  These  defects  apparently 
lie  in  situations  which  effect  the  choline  acetyl  transfer  enzyme 
system  and  its  neuro  transmitter  acetyl  choline.  The  glutamic  acid 
decarboxylase  and  its  neuro  transmitter  gamma  amino  butyric  acid 
drugs  which  will  correct  this  are  not  available,  but  certainly 
would  appear  to  be  on  the  horizon.  Also  on  the  horizon  hopefully 
is  a recognition  of  the  genetic  molecular  defect  causing  the 
enzyme  abnormality. 

Therapeutic  drug  trials,  when  and  if  new  drugs  become  available, 
must  once  again  involve  a delicately  balanced  health  care  delivery 
system  giving  the  patient  access  to  medications  and  giving  first 
quality  accurate  evaluations  of  the  success  or  failure  of  any 
proposed  drugs. 

Early  detection  of  Huntington's  Disease,  counseling  of  family 
members  who  are  at  risk,  is  also  an  issue  of  very  importance. 

These  issues  can  also  be  served  by  the  described  health  care  team. 

In  summary,  it  would  appear  that  the  emphasis  has  been  heavily 
weighted  in  favor  of  basic  biomedical  research  and  that  certain 
measures  should  now  be  undertaken  to  improve  the  amount  and  quality 
of  specialized  health  care  delivery  available  for  individuals  hav- 
ing and  those  that  risk  having  Huntington's  Disease.  We  at  New 
Hampshire  Hospital  and  at  the  Dartmouth  Medical  School  hope  that 
we  can  participate  to  the  fullest  extent  possible  in  such  a pro- 
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gram  and  that  it  would  assure  availability  of  quality  care  in 
our  area.  It  is  our  hope  that  necessary  funding  can  be  obtained 
to  recognize  these  goals.  We  also  look  forward  to  being  in  a 
position  to  take  advantage  of  any  advances  in  the  pharmacologic 
treatment  of  Huntington's  Disease. 

M.  WEXLER:  Dr.  Suberi. 


TESTIMONY  OF 
MAX  SUBERI,  Ph.D. 

NEUROPSYCHOLOGIST 
NEW  HAMPSHIRE  STATE  HOSPITAL 

SUBERI:  My  name  is  Max  Suberi  and  I'm  a clinical  psycholo- 

gist and  my  specialty  area  is  in  neuropsychology,  working  with 
Dr.  McBeath  at  the  Neurology  Unit  at  the  New  Hampshire  Hospital. 

My  research  interest  in  the  area  of  Huntington's  chorea  in- 
volves early  detection  and  I feel  that  some  of  the  recent  develop- 
ments in  the  area,  basically  in  demonstrating  atrophy  at  certain 
cortical  structures  would  suggest  that  some  neuropsychological 
indices  may  be  able  to  predict  some  of  the  at-risk  individuals. 

At  any  rate,  I feel  that  it's  an  interesting  area  and  worthy  of 
investigation,  but  as  Dr.  McBeath  pointed  out  earlier,  we  have 
an  interdisciplinary  team,  we  have  Dr.  McBeath  as  a neurologist, 
two  psychologists,  and  we  have  a social  worker  and  we're  really 
also  interested  in  providing  clinical  services  to  HD  individuals 
and  the  at-risk  relatives.  We  feel  that  there  are  also  valuable 
areas  of  research  here,  too,  in  terms  of  the  specificity  of  dif- 
ferent therapeutic  procedures  that  may  indeed  either  reduce  or 
eliminate  certain  aspects  of  anxiety  associated  with  choreiform 
movement,  or  the  fear,  etc.,  of  the  at-risk  population. 

There  are  a couple  of  other  points  that  I would  just  like  to 
mention  and  that's  that  one  of  the  reasons  why  we're  able  to  pro- 
vide such  comprehensive  service  is  that  we  have,  basically,  an 
institutuional  contribution.  The  superintendent  of  our  institution 
has  granted  us  a certain  amount  of  time,  resource  space,  and  mate- 
rials to  devote  to  the  study  of  Huntington's  chorea  and  to  the 
treatment.  Had  we  not- had  this,  I think  much  of  our  efforts  would 
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have  been  predicated  on  the  acquisition  of  large  research  grants. 

As  it  is  we  need  money  in  terms  of  supplies,  equipment,  etc.,  but 
I think  relatively  modest  amounts. 

There  was  something  that  Mrs.  Bradlee  mentioned  that  I would 
just  like  to  emphasize  and  that's  that  there  is  a serious  emotion- 
al difficulty  for  patients  of  HD.  There  are  also  serious  emotion- 
al difficulties  for  professionals  working  with  HD  patients  and  I 
think  education  certainly  is  part  of  the  answer--!  am  not  sure  that 
that's  the  total  answer.  I think  that  we  have  to  acknowledge  the 
idea  that  most  physicians,  most  health  care  providers  like  to  care 
and  in  working  with  certain  diseases,  like  HD,  there  are  emotional 
responses  that  they  may  or  may  not  be  aware  of--that  they  have  dif- 
ficulty with.  I think  that  that's  something  that  we  should  be 
cognizant  of. 

That  basically  really  concludes  the  major  points  that  I'd  like 
to  make. 

M.  WEXLER:  Could  you  tell  us,  is  there  a ratio  that  pertains 

to  the  number  of  outpatients  versus  inpatients  in  the  HD  population 
that  you  have?  What's  the  ratio? 

SOBER! : Well,  we  have  just  recently  begun  our  project — 

Marjorie  came  by  and  really  helped  us  to  get  it  off  the  ground 
and  as  a function  of  that,  which  happened  a number  of  weeks  ago, 
there  have  been  a number  of  patients  who  have  come  in.  The 
emphasis  is  on  outpatient.  And  ! believe  Dr.  McBeath  can  give 
you  much  more  accurate... 

McBEATH:  One  admission  out  of  about  20  contacts  of  the 

at-risk.  We  have — we're  interested  also  in  a number  of  the 
children,  interested  in  the  onset  at  an  earlier  age  and  some  of 
the  preliminary  symptoms  that  may  or  may  not  mean  something.  So 
! would  say  that  about  90  percent  at  least  would  be — we  also  are 
in  the  unique  position  of,  and  are  waiting  with  baited  breath 
for  someone  to  come  up  with--some  of  these  neuro- 
psychological transmitter  geniuses — with  something  that  we  can 
collaborate  on  because  we  are  lucky  to  have  the  availability  of 
beds.  We're  planning  one  trial  with  a palliating  drug  which 
will  be  somewhat  new  to  this  country.  This  is  in  its  infancy, 
but  we  can  make  use  of  these  facilities. 

The  greater  portion,  ! think,  of  outpatient  care,  generally, 

! think  making  use  of  home  health  agencies,  making  use  of  partial 

hospitalization,  group  work--that's  where  it's  at.  The 

role  for  the  long-term,  chronic  hospital,  the  custodial  hospital 
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with  locks  and  bolts--they  don't  care  how  pretty  the  grounds  are 
and  ours  may  be  as  nice  as  any  in  the  world — but  it's  not  where  it's 
at.  Keeping  the  patients'  image  in  the  community  and  keeping 
them  in  touch  is  where  it's  at. 

M.  WEXLER:  The  second  question  that  I have  was  are  you  doing 

any  studied  that  correlate  the  psychobiological  measures  with 
that  CATscan? 

SUBERI:  We  intend  to.  As  a matter  of  fact  one  of  the  points 
that  I'd  like  to  make  clear  is  that  we  have  a very  strong  collabo- 
rative relationship  with  Dartmouth  and  we  have  residents  that  come 
down  and  study  with  us  in  neurology  and  we  have  a number  of  people 
that  are  interested  in  investigating  more  precise  aspects  of  the 
CAT  scan.  My  interest  is  in  looking  both  at  neuropsychological  in- 
dices, in  terms  of  the  batteries  that  have  been  developed,  and 
also  experimental  kinds  of  ways  of  approaching  neuropsychology. 

We're  very  much  interested  in  getting  this  together  and  as  a re- 
sult of  our  association  with  Dartmouth,  there's  a great  deal  of 
intellectual  stimulation.  I think  that  Dr.  Matthysse,  who  spoke 
earlier,  really  hit  upon  some  very,  very  critical  issues  and  that's 
that  you've  got  to  have  a certain  level  of  enthusiasm  and  intel- 
lectual camaraderie  and  support  in  order  to  be  able  to  really 
keep  a research  project  like  this  going. 

M.  WEXLER:  I wonder  if  you  were  developing  any  measures  of 

clinical  change,  clinical  improvement  as  a result  of  treatment. 

SUBERI:  We  hope  to  and  we  hope  to  use  some  of  the  biofeed- 

back techniques  to  look  at  some  of  these  measures. 

McBEATH:  Max  is  maybe  a bit  modest.  I think  with  some  of 

the  measures  that  he's  able  to  use  involving  primarily  the 
transfer  of  information  with  the  CAT-oscopic  information  and 
some  of  the  others  combined  with  the  more  conventional  psycho- 
logical measures  with  the  EEG  and  with  the  CATscan,  the  idea 
is  that  we  would  be  set  up  and  this  is  the  big  reason  for  our 
interest  in  the  at-risk  members  of  the  families.  Not  to  pry 
around  because  they  have  enough  of  that  anyway,  but  to  be  ready 
to  move  in  with  others  that  have  worked  out  something  that  might 
help  and  gauge  either  progress  or  lack  of  progress. 

M.  WEXLER:  Thank  you  very  much.  Dr.  Osterberg. 


2-797 


Boston,  Massachusetts 


October  1,  1976 


TESTIMONY  OF 
DONALD  OSTERBERG,  M.D. 

CLINICAL  NEUROLOGIST 
V.A.  OUTPATIENT  CLINIC 

OSTERBERG:  I'm  Donald  Osterberg.  For  many  years  I've  been 

a clinical  neurologist  in  the  private  practice  of  neurology  and 
maybe  bring  to  bear  a slightly  different  view  of  Huntington's 
disease  than  some  of  the  other  people  who  have  been  speaking 
here . 


One  of  the  things  that  has  been  fascinating  to  many  people 
over  a number  of  years  is  the  historical  background  of  Hunting- 
ton's disease  from  the  study  of  patients'  families,  and  I think 
that  some  of  the  studies  of  Vesse  and  others  have  pointed  out 
the  fact  that  Huntington's  disease  for  many  years  has  been  a 
stigma  on  families  and  that  many  of  the  New  England  witches  and 
the  witches  of  many,  many  years  back  were  probably  patients  with 
Huntington's  disease  being  descended  from  a group  who  came  over 
with  the  Winthrop  fleet  in  1623  from  a small  town  in  England 
called  Bures,  which  I visited  when  I was  there  at  one  time  and 
it's  a beautiful  little  town.  Dr.  McDonald  Critchley  has  done 
a great  deal  of  studying  in  this  area  of  the  disease. 

In  the  private  practice  of  neurology  for  about  17 
years  in  the  small  town  of  Cambridge  slightly  to  the  west  of 
here,  I've  been  amazed  at  the  frequency  of  the  rare  disease. 

I think  that  during  this  period  of  time  I probably  saw  two  cases 
a year  of  patients  with  Huntington's  disease.  One  woman  I can 
remember  very  vividly  was  a medical  secretary  at  one  of  the  hos- 
pitals I visited  whose  main  interest  was  the  fact  that  her  family 
history  dated  back  to  the  Winthrop  fleet  in  1623. 

Other  cases  include  a next-door  neighbor.  A doctor  friend, 
a good  friend,  who  kept  asking  about  Huntington's  disease  and  I 
found  that  he  was  on  the  non-direct  line,  but  was  still  very  wor- 
ried about  this.  The  neighbor  was  a very  good  friend  of  ours  and 
several  years  after  we  had  sort  of  drifted  apart,  we  found  that 
the  family  had  divorced,  that  the  husband  was  behaving  erratically 
and  that  his  sister  and  father  were  diagnosed  as  having  Hunting- 
ton's disease.  I think  that  from  the  days  of  witchcraft  and  over 
the  past  twenty  years  that  I've  seen  the  disease,  there  have  been 
several  things  that  have  changed.  I think  that  certainly  we 
treat  the  disease  with  some  more  compassion,  but  very  little  more 
insight  in  many  instances. 
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I think  the  disease  is  still  very  much  a closet  disease,  as 
has  been  mentioned  here  several  times,  and  I think  it  points  out 
to  me  the  enormous  importance  of  having  more  and  more  re- 
search in  the  area.  We,  to  this  date,  have  no  sure  way  of  pre- 
dicting which  members  of  the  family  will  develop  the  disease. 

We  have  no  knowledge  of  what  the  enzymatic  or  biochemical  defect 
is.  We  have  no  method  of  treatment  other  than  palliative  methods 
of  treatment  and  the  disease  is  treatable  with  palliative  methods 
to  depress  the  movement  disorder,  to  some  extent  to  improve  the 
family  relationship,  but  these  are  palliative;  they  are  not  cura- 
tive and  these  methods  are  methods  that  do  not  prevent  or  stop  the 
inexorable  progress  of  the  disease. 

So  that  the  horror  story  which  started  with  the  witch  burnings 
is  still  in  progress  and  without  extensive  research,  and  without 
extensive  investigation  into  the  causes  and  knowledge  of  the  dis- 
ease— this  common  disease.  . .1  spent  a year  at  Cape  Cod  and  saw 
three  patients,  including  another  secretary  who  was  my  secretary, 
who  had  the  disease.  It's  a common  disease  and  even  though  it's 
unusual  in  the  usual  practice,  it's  common  in  the  neurologic  prac- 
tice--the  extent  and  suffering  that  goes  on  for  the  families,  and 
I'm  sure  some  of  you  know  this  too  well,  and  for  the  patients,  is 
far  outweighed  by  the  frequency  of  the  disease  in  pure  population 
statistics,  which  I don't  really  think  we  know — what  the  statis- 
tics of  population  frequency  are  because  it  is  so  often  hidden. 

So  my  plea  is  for  money  for  research  and  I think  that's  what's 
needed . 

M.  WEXLER:  I believe  the  Commission  will  try  to  carry  that  mes- 

sage very  strongly.  (Laughter) 

OSTERBERG:  That's  precisely  why  we  are  here! 

M.  WEXLER:  And  precisely  why  I thank  you  for  coming  here.  I 

thank  all  of  you.  I appreciate  it.  We  are  running  a little  be- 
hind, but  I think  we're  going  to  make  it.  Is  Dr.  Stephen  Podol- 
sky here?  He's  not.  Then  would  we  hear  from  Alice  Lordan, 

Myerman  Hersey,  Wilma  Graves  and  Henry  Wellington.  How  about 
Caroline  Burdette,  and  Costos  Demetras,  please.  We  have  our  four, 

I think . 
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TESTIMONY  OF  M 

ALICE  LORDAN  t] 

MALDEN,  MASSACHUSETTS  f 

LORDAN:  I am  a widow  aged  50  with  four  grown  children  L 

and  two  grandchildren.  At  present  I'm  employed  full  time  to  fi-  f 
nancially  survive. 

My  husband  passed  away  last  February  after  20  long  years  r 
of  suffering.  It  is  very  difficult  to  go  back  but  I must.  \ 

The  acceptance  of  the  disease  by  my  husband  and  family  i. 

did  not  come  all  at  once. 

John  was  fortunate  to  be  a veteran.  We  still  had  a ray  of  [. 
hope  that  he  didn't  have  Huntington's  disease,  due  to  the  fact  that 
the  psychiatrist  at  the  VA  Hospital  in  Boston  couldn't  recognize  the  r 
disease.  A year  later  it  was  definitely  labeled  by  a VA  pathologist  f! 
who  had  become  interested  in  research.  Then  we  had  to  face  it  once  | 
more . i 

My  older  children  were  told  not  to  have  a family  of  their  M 
own.  The  psychological  effects  on  all  of  us  were  horrible — my  hus-  r 
band  not  accepting  the  fact  that  he  had  Huntington's  disease  at  all — ^ 
the  financial  loss  when  John  couldn't  work  anymore.  L 


John  got  into  trouble  with  the  law  so  he  had  to  be  put  in  tii 
Bedford  in  the  Nursing  Home  Unit,  where  he  died  nine  years  later.  fe| 

We  could  not  take  care  of  him  at  home.  He  was  still  insisting  he  pi 

did  not  have  the  disease.  p; 

Fortunately  for  our  family  we  found  out  about  the  Chapter  p 
to  Combat  Huntington's  Disease  in  Boston.  We  joined  and  found  other  j | 
people  with  similar  problems.  I got  involved  and  became  a Board  b' 

member  and  am  currently  a Board  member  to  do  anything  and  everything 
I can  to  help.  i 


It  was  through  this  Board  that  I met  the  medical  staff  thatfi 
was  conducting  research  on  Huntington's  disease.  It  was  through  them^, 
that  John  received  treatment  with  my  insistence  or  nothing  would  have 
been  done  at  all.  11 


We,  the  CCHD  Chapter,  were  fortunate  at  that  time  to  acquire 
the  services  of  a Patient  Service  Coordinator,  a former  social  worker- 


\ 
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from  the  VA  Hospital.  With  her  help,  a lot  of  my  husband's 
needs  were  met.  We  had  her  for  six  months  and  were  unable  to 
pay  her  salary  after  that. 

I will  never  forget  the  nurse  at  Bedford  telling  me  they 
could  not  take  care  of  more  than  one  Huntington's  patient  at  a 
time.  What  about  all  the  others  who  were  not  veterans?  Where  do 
they  go? 


The  time  my  husband  tried  to  commit  suicide  at  the  VA 
nursing  home  unit  and  ended  up  in  the  Psychiatric  Ward.  Once  more 
the  psychiatrist  asking  me:  "What  about  the  movement?"  All  the 

medical  records  read  Huntington's  disease.  They  wanted  me  to  take 
my  husband  home.  Impossible! 

With  the  help  of  the  two  nurses  at  Bedford,  I was  instru- 
mental in  getting  John  back  into  the  nursing  home  unit, 
the  nurses  who  wanted  to  help  were  still  afraid  the  same  thing 
could  occur  again.  Because  of  my  belonging  to  the  CCHD  Chapter, 
the  neurologist  in  our  chapter  brought  John  back  to  the  VA  Hos- 
pital in  Boston. 

My  family  and  I watched  while  John  was  taken  off  of  all 
medication.  Just  when  they  were  ready  to  try  a new  drug  on  him, 
he  fell  and  he  had  such  a set-back  we  really  thought  he  was  going 
to  die.  He  rallied  once  more  after  weeks  of  watching  him  thrash 
in  a water  bed,  fed  intravenously,  and  at  times  not  knowing  us 
at  all.  We  actually  hoped  he  would  die  but  it  wasn't  to  be  that 
way.  He  lived  through  all  of  this  and  I will  never  forget  the 
looks  on  my  children's  faces  for  as  long  as  I live.  One  of  the 
nurses  from  Bedford  came  in  to  visit  a patient  and  happened  upon 
John  by  accident  and  couldn't  believe  her  eyes.  I found  out  later 
she  reported  back  to  Bedford  she  didn't  think  he  was  going  to  live. 
More  suffering  for  them  also  as  John  had  become  close  to  them  at 
the  nursing  home  unit  and  they  too  were  most  concerned.  The  doctors 
finally  got  him  started  on  different  drugs  and  again  he  was  sent 
back  to  Bedford. 

I personally  had  to  bring  the  nurse  in  with  John  to 
outpatient  at  Court  St.  as  Dr.  Sax  from  the  VA  Hospital  was 
treating  him.  Everything  directed  by  me  once  more.  What  about 
the  other  people  not  so  fortunate? 

The  denial  by  my  children  that  society  would  label  them 
as  outcasts  because  of  the  nature  of  the  disease.  People  would 
not  understand  because  Huntington's  disease  was  not  known.  My 
oldest  son  stating  he  was  going  to  have  a family,  despite  the 
fact  he  was  warned  not  to.  The  here  and  the  now... this  same  son 
with  two  children  scared  because  he  is  almost  30  and  wondering  will 
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it  be  me?  His  attitude  towards  his  wife  and  children  because 
H.D.  is  hanging  over  him.  At  this  point  he  needs  psychological 
help,  but  is  afraid  to  seek  it  because  of  his  job.  Again,  the  fear 
because  people  do  not  know  about  Huntington's  disease.  He  being 
the  first  one  married  and  not  wanting  to  have  anything  to  do  with 
his  father.  Luckily  he  did  just  before  my  husband's  death. 

My  other  three  children  resenting  the  fact  my  oldest 
son  wouldn't  even  visit  my  husband  caused  the  family  to  be  almost 
torn  apart. 

My  daughter  now  married  coming  to  me  and  asking  me  do 
I take  the  chance  and  have  a baby?  I want  to  have  a child  but 
will  it  be  me?  Will  I be  a fit  mother  if  I should  get  Hunting- 
ton's disease?  What  do  I say?  I can't  make  the  decision  but  as 
a mother  my  heart  is  broken. 

My  husband's  death  did  not  come  quick.  The  family 
watched  John  for  a good  month  while  he  suffered  with  pneumonia. 
Stood  by  helplessly.  We  all  pray  that  his  death  was  not  in  vain 
and  that  medical  research  will  have  gained  by  it  as  well  as  some 
of  the  other  people  so  that  in  the  future,  through  research,  the 
cause  and  the  cure  will  come  in  this  generation,  especially  for 
my  childrens'  sake,  and  their  children. 

M.  WEXLER:  Thank  you  very  much.  Wilma  Graves. 


TESTIMONY  OF 
WILMA  GRAVES 

MARBLEHEAD,  MASSACHUSETTS 

GRAVES:  It  is  now  time  for  HD  families  to  take  the  ske- 

letons from  their  closets  and  to  be  open  and  frank  in  order  to 
progress  to  a point  where  with  adequate  finances  there  can  be  a 
positive  step  in  the  eradication  of  the  disease. 

Huntington's  disease  is  a straight  line  hereditary  dis- 
ease. My  grandmother  passed  it  on  to  three  out  of  five  of  her 
offspring.  I was  the  only  one  of  three  children  who  inherited 
it  from  my  father.  As  I have  chosen  to  remain  single,  this  will 
be  the  end  of  the  disease  in  our  family  tree.  It  would  be  bene- 
ficial to  have  sufficient  money  for  research  prior  to  birth. 

The  disease  is  manifested  by  progressive  gait  impair- 
ment, tremors  of  the  hands,  confusion  of  words.  The  diagnostic 
studies  have  repetitively  shown  organic  brain  damage.  This  gives 
the  police  and  other  persons  a chance  to  readily  place  the  HD 
patient  in  the  same  category  as  the  "insane."  This  has  proven 
to  be  erroneous  as  repeated  IQ  tests  have  shown  no  impairment  of 
mental  capabilities  or  reasoning.  The  major  impairment  is  in  re- 
call of  numbers  and  immediate  recall.  Therefore  a whole  new  area 
of  education  is  needed. 
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I was  anxious  to  face  reality.  Since  1957  I have  been 
under  neurological  surveillance.  Since  1961  I have  had  psychia- 
tric support,  and  since  1974  I have  been  followed  by  a psychologist. 
It  has  been  very  helpful  to  have  had  supportive  help  from  the  com- 
plete medical  team.  It  is  recommended  that  a current  up-to-date 
brochure  stressing  the  positive  aspects  for  the  HD  patient  and 
his  family  be  sent  to  physicians. 

I approach  my  impairment  in  a rehabilitative  manner — 
that  is,  development  to  my  greatest  potential  and  compensating 
for  my  handicaps.  Since  1957  I had  been  able  to  adjudicate  dis- 
ability claims  for  the  disability  phase  of  the  Social  Security 
office  and  for  the  last  two  years  I functioned  in  the  specialized 
aspect  of  the  disability  program,  that  of  screening  cases  for 
rehabilitation  potential.  I am  a member  of  a car  pool,  thus  ambu- 
lation is  not  a major  factor.  I am  fortunate  to  have  the  support 
of  my  supervisors  and  co-workers. 

A few  months  ago  when  my  aunt  died  at  the  Danvers  State 
Hospital,  the  death  certificate  had  a secondary  diagnosis  of  Hun- 
tington's chorea.  Therefore,  we  need  funds  to  education  institu- 
tions and  nursing  homes  of  the  current  acceptable  diagnosis  of 
the  disease,  likewise  neurologists,  general  practitioners,  rehabi- 
litation specialists  and  employers  should  be  aware  of  the  more 
acceptable  standards. 

Funds  are  needed  for  research  such  as  prevention,  medi- 
cation, speech  therapy  and  for  education  programs. 

As  CCHD  is  essentially  a new  health  organization,  it  is 
imperative  that  Federal  funds  be  available  in  order  to  compete 
with  the  many  health  agencies  of  long  standing. 
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WEXLER:  Thank  you  very  much. 

GUTHRIE:  I just  want  to  say  your  speech  is  great,  you've 

maintained  it  so  beautifullly — a great  example  to  all  of  us 

GRAVES:  I was  on  television  last  week... 

GUTHRIE:  I missed  it,  I'm  sorry,  but  you  sound  great  to  me. 

N.  WEXLER:  Do  you  work,  Mrs.  Graves? 

GRAVES:  Yes,  I do. 

N.  WEXLER:  What  do  you  do? 

GRAVES:  I'm  with  the  Massachusetts  Rehabilitation  in  the 

social  security  program  in  the  disability  phase.  So  I'm  still 
working.  If  I can  do  it,  others  can  have  a positive  attitude. 

N.  WEXLER:  Be  more  like  you. 

GRAVES:  It's  so  nice  meeting  you  again,  Mrs.  Guthrie. 

GUTHRIE:  It's  good  to  see  you  and  have  you  here.  It 

means  so  much  to  all  of  us. 

GRAVES:  Well  I have  to  do  just  a little  bit  that  helps. 

M.  WEXLER:  Looks  like  a great  team  out  there.  Henry  Welling” 

ton.  We  don't  have  Henry  Wellington.  Mr.  Costos  Demetras. 


TESTIMONY  OF 
COSTOS  DEMETRAS 
MASSACHUSETTS 

DEMETRAS:  I'm  here,  not  as  a patient  of  HD  or  any  HD  appear- 

ing in  my  family.  I'm  clear  of  that — very  clear.  I am  here 
though  as  a friend  of  people  who  have  HD. 

Several  years  ago  when  the  group  started  meeting  in  the  Bos- 
ton University  Medical  Center  I was  introduced  to  the  group 
through  a friend  of  mine  and  my  friend  is  Wilma  Graves.  Now  I 
attended  those  meetings  and  I was  so  impressed  by  the  enthusiasm 
of  some  of  the  people  that  were  going  there--some  of  them  having 
HD,  others  not.  Those  that  did  not  have  were  naturally  members 
of  the  families  that  had  HD.  Now  they  were  trying  to  organize, 
they  had  no  money,  to  get  the  picture  of  HD  across  to  the  public. 
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So  I volunteered  to  help.  I eventually  became  one  of  the  officers 
and  a past  president.  Now  through  my  efforts  and  the  efforts  of 
all  the  members  there  who  were  so  enthusiastic,  were  working  like 
cats  and  dogs  to  get  the  organization  and  set  a picture  towards 

the  public  as  to  what  HD  meant.  So  many  people  did  not  know  what 

Huntington's  disease  meant. 

So  we  in  turn  as  time  went  on — we  all  organized  chapters  out 
of  the  country  and,  naturally,  we  had  through  all  the  efforts  of 
all  the  chapters,  got  this  law  passed  and  here  we  are.  We've  had 
the  law  passed  and  now  we'd  like  to  have  a little  money. 

Now  in  my  observations  as  an  officer  I noticed  that  there  was 
a family  down  in  Cape  Cod  the  father  of  whom  was  a barber.  As  a 

kid  I used  to  go  into  that  barber  shop  and  have  my  hair  cut,  but 

years  went  by  and  I met  the  wife  of  this  man,  the  barber,  in  one 
of  our  meetings  and  I was  surprised  to  see  her  after  20-25  years, 
so  I said,  Mary  what  are  you  doing  here.  She  says,  oh  didn't  you 
know  that  Nick  was  down  with  Huntington's  disease.  He's  been  sick 
for  many,  many  years.  He's  in  the  hospital,  motionless  and,  of 
course,  he'll  he  dying  soon.  I went  home  after  learning  about  that 
and  I talked  to  my  sisters  about  it.  They  said  they  knew  that  a 
long  time  ago.  You  should  see  what  the  rest  of  the  family  is  about. 
They've  all  got  it.  Five  or  six  children--real  bad.  So  I says, 
gee  that's  news  to  me.  So  I came  back  and  I started  working  with 
the  group  and  I got  to  know  Wilma.  She  was  telling  me  she  had  it, 
but  she  was  willing  to  open  her  eyes  to  the  fact  that  she  had  it 
and  she  had  to  have  some  assistance.  Luckily  for  her,  she  went 
out  and  got  it.  She  was  able  to  get  it  because  she  had  a little 
money.  She  had  a nice  little  job  so  she  could  pay  for  the  psychia- 
trists, for  the  doctors,  but  what  about  other  people  who  are  not 
as  educated  as  she?  People  who  don't  have  college  training. 

People  who  don't  have  any  money.  They've  got  to  have  financial 
support  for  their  medication,  for  their  doctors. 

Well,  I've  noticed  in  my  observations  that  during  the  meetings 
we  had,  of  course^. some  members  had  HD  that  were  present,  others 
were  just  friends  of  the  families.  Now  the  questions  they  popped 
to  the  doctors — they  were  so  enthusiastic  and  so  eager  to  try  to 
get  some  information  from  those  doctors  so  they  could  carry  back 
to  their  families  to  help  them  out.  As  I say  I was  president  and 
I was  really  noticing  the  eagerness  of  the  matter.  Of  course, 
working  with  some  of  the  people  in  the  group  who  were  at  risk. 

I noticed  a characteristic  about  them.  They  are  sort  of  negative. 

You  had  to  push  them  and  if  you  gave  them  any  ideas  about  some 
ideas,  they'd  knock  it  down  and  a lot  of  them  would  refuse  con- 
structive ideas.  Those  were,  as  I say,  the  people  at  risk,  not 
exactly  really  the  ones  that  were  apparently  deficient  in  their  walking. 
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Now  one  other  thing  was  they  (were  able)  to  walk  smoothly  and 
straight.  Their  legs  sometime  wobbled  a little.  Their  hands 
sometimes  are  not  quite  steady.  They  can  aim  something  to  put 
some  water  in  the  glasses.  It'll  pour  out  of  some  other  area. 

Now  I also  noticed  that  the  patients  there  or  the  people  there  are 
really  eager  to  have  some  help  and  one  organization,  like  the 
Massachusetts  Chapter  for  Huntington's  disease  where  we  don't 
have  many,  many  cases  like  some  of  the  other  diseases  and  ail- 
ments. We  can't  get  enough  money  to  help  out  so  we  naturally 
hope  and  pray  that  your  staff  will  recommend  that  money  is 
diverted  into  this  area  for  doctors  and  medical  treatment  until 
a cure  is  found.  Thank  you. 

M.  WEXLER:  Thank  you  very  much.  Any  questions?  I think  that 

completes  this  group.  Is  that  correct?  Let  me  thank  you  all. 

Let  me  go  back  over  to  Myerman  Hersey,  is  he  here? 

VOICE:  That's  a she  and  she's  not  here. 

WEXLER:  Henry  Wellington,  Caroline  Burdette.  Is  Caroline 

Burdette  here?  Dr.  Stephen  Podolsky.  Mary  Cannon,  please. 


TESTIMONY  OF 
MARY  CANNON 

NEUROLOGICAL  SOCIAL  WORKER 
BROCKTON  V.A.  HOSPITAL 

CANNON:  I would  like  to  say  that  I've  learned  a great  deal 

by  being  here.  I got  on  the  program  because  it  seems  that  some- 
one called  and  knowing  that  I was  planning  to  come  to  the  meeting 
he  told  them  that  I was  going  to  participate  and  present.  That 
wasn't  my  intention,  but  I had  heard  there  was  going  to  be  an 
opportunity  for  open  discussion  and  then  I did  plan  to  participate. 

I am  a social  worker  at  the  VA  Brockton  Hospital  and  I work  on 
neurology  service  and  the  patients  that  I deal  with  primarily  are 
the  patients  who  have  been  brought  to  the  hospital  when  the 
families  have  reached  a point  when  they  can  no  longer  keep  them 
at  home  and  they  brought  him  there  for  ongoing  care  and  in  a pro- 
tective environment  and  so  my  work  is  primarily  with  the  families 
of  the  patients.  They  are  the  ones  who  can  communicate  with  me 
some  of  their  feelings  ; the  problems  that  you  heard  today  here 
are  problems  that  I try  to  deal  with. 

But  I am  extremely  limited,  and  I was  wondering  before  we  close 
if  a proposal  could  be  made  that  right  here  a pilot  program  be 
started  and  the  funding  be  made  for  say  six  field  workers  and  a 
coordinator  and  train  them  and  equip  them  with  cards  and  have  maybe 
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a two-year  project  with  an  evaluation.  Could  a proposal  like  that 
be  sumitted  with — would  the  Commission  entertain  something  like 
that?  You  have  the  talented  people  here  who  could  do  it.  You  have 
the  families  that  need  the  service.  I know  of  a family  now  that 
needs  a worker  to  go  in  the  home  and  work  with  the  family  in  the 
home.  They  are  not  communicating.  The  family  is  falling  apart 
and  she  needs  someome  to  just  be  in  the  home  and  get  the  kids 
talking  again  and  so  in  the  interest  of  restoring  family  unity 
or  maintaining  family  unity,  how  could  the  project  be 
started? 

M.  WEXLER:  Would  you  do  this  Commission  a big  favor?  Would  you 

put  that  in  writing?  We  can't  organize  a private  project  ourselves. 
We  would  love  to  have  you  put  precisely  that  kind  of  creative  thing 
in  writing  so  that  we  can... 

CANNON:  Maybe  the  group  could  respond  and  if  that's  what  they 

wanted.  Maybe  this  would  be  a start. 

M.  WEXLER:  I think  so,  but  I still  would  like  to  have  you,  be- 

cause I think  you've  worded  it  very  well  and,  perhaps,  other 
people  in  the  group  can  add  their  ideas  and  of  course  we  will  have 

a discussion.  We  have  a little  time.  But  I hope  that  by  the  time 
we  get  through  with  the  discussion  that  you  will  organize  your 
thoughts,  put  them  down  in  this  same  clear  way,  submit  them  in 
writing  to  the  Commission  and  send  it  to  Dr.  Nancy  Wexler  in 
Bethesda  at  N.I.H.  and  then  it  will  be  certain,  not  only  to  get 
to  us,  but  it  would  be  certain  to  get  to  be  part  of  the  record. 

We  want  it  part  of  the  record  so  that  when  we  make  these  submis- 
sions to  Congress  there  will  be  appropriations  for  it.  It  can 
really  be  carried  out.  Now  for  the  purposes  of  discussion,  be- 
cause we  do  have  time  and  because  I think  that  Dr.  Podolsky  is 
able  to  come  here  and  he's  almost  due  at  this  time.  What  I will 
try  to  do  is  to  fill  in  in  some  kind  of  rambling  way  and,  perhaps, 
that  will  stimulate  some  discussion.  Is  there  somebody  who  wants 
to  testify?  Please  come  on  forward. 

VOICE;  I would  just  like  to  know  if  there  will  be  a report 
or  a summary  of  this  day's  proceedings  available  to  people  who 
have  participated.  We've  heard  so  much  and  a lot  of  it  we  might 
like  to  utilize  ourselves,  but  you  can't  remember  it  all. 

N.  WEXLER:  The  whole  proceedings  have  been  taped  with  these 

mikes  and  will  be  transcribed  and  anyone  who  wants  to  use  any  or 
all  of  not  only  today's  testimony,  but  the  testimony  from  all 

ten  areas  that  the  Commission  is  visiting,  is  very  welcome  to  do 
so.  We  can't  promise  you  when  it's  going  to  be  in  the  form  that 
can  get  out  to  you  though. 
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M.  WEXLER:  And  I was  going  to  improvise  some  myself  and  even 

to  clarify  my  own  thinking  and  take  a shot  at  free  associating  about 
what  I heard  today.  There  is  somebody  who  wants  to  testify  so  come 
on  up--why  don't  you. 

SETHARES:  jijfi  Verna  Sethares.  My  husband  has  Huntington's 

disease.  I have  three  children.  I'm  not  prepared.  I've  written 
a testimony,  but  my  problem  is  I live  on  the  Cape.  I have  a child 
who  is  12  years  old  that  the  teacher  has  diagnosed  as  having  Hunt- 
ington's disease  because  she  has  seen  two  generations  with  Hunting- 
ton's disease  going  to  church  with  them  and  going  to  school  with 
my  husband.  So  when  the  child  came  in,  she  was  diagnosed  as  having 
Huntington's  disease. 

I took  her  to  Boston  Children's  Hospital  and  they  told  me  it 
was  environment.  The  biggest  mistake  I ever  made  was  to  keep  the 
father  home  because  she  learned  how  to  walk  and  talk  like  him  so 
we  got  that  straightened  out  and  now  I have  a son  who  is  17-1/2 
years  old  who  does  not  have  the  motivation  to  go  on.  He  is  going 
to  court  the  21st  of  October.  The  lawyer  that  they  have  given  me 
has  told  me  it's  much  better  to  find  a not  guilty.  We  don't  care 
about  Huntington's  disease.  The  court  won't  worry  about  it  at  all. 
Name  it,  I have  been  there.  All  I want  is  professional  help.  Will 
your  Commission  please  give  us  the  money?  I'll  do  the  leg  work, 
but  you've  got  to  help  me  to  educate  the  judges,  the  schools, 
everything.  I can't  do  too  much  and  I've  got  the  guts,  but  I jiust 
need  help  and  there's  other  families  out  there  that  need  help,  but 
I seem  to  be  just  getting  into  it  day  and  night  and  that's  all. 

So  please  help  us. 

WEXLER:  We  sure  will  try.  Dr.  Podolsky  would  you  please... 

Dr.  Podolsky  is  Chief  of  Endocrinology  and  Metabolism  at  Boston 
VA  Outpatient  Clinic. 


TESTIMONY  OF 
STEPHEN  PODOLSKY,  M.D. 

CHIEF  OF  ENDOCRINOLOGY  & METABOLISM, 

BOSTON  V.A.  OUTPATIENT  CLINIC 

PODOLSKY:  I'm  sure  that  many  times  today,  hopefully,  over  and 
over  there  has  been  a stressing  of  the  need  for  services  for  HD 
patients  as  well  as  their  families.  There's  really  a crying  need. 

I don't  know  how  it  can  be  put  strongly  enough.  There's  a terrible 
need  for  support  for  these  people,  provision  of  medical  services, 
counseling  services,  social  services — the  whole  gamut.  As  in  other 
chronic  diseases  this  is  a situation  in  which  the  family,  as  well 
as  the  patient,  is  afflicted.  In  my  view  as  an  endocrinologist 
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doing  research  in  Huntington's  Chorea,  not  a neurologist,  in  my 
view  the  emotional  disaster  is  as  great  or  greater  than  the 
physical  disabilities  that  occur  from  the  pathologic  process. 

This  is  especially  evident  in  family  members  who  really  are  not 
afflicted,  but  the  fear  that  they  may  get  it  is  in  some  cases 
almost  totally  disabling.  I've  heard  dozens  of  really  awful, 
heart  rending  stories  in  the  five  years  or  so  that  we've  been 
looking  into  possible  hormone  abnormalities  in  these  people. 

In  some  cases,  we've  noted  individuals  who  are  afflicted  with 
Huntington's  chorea  who  are  rather  severely  disabled,  but  who 
were  more  incapacitated  by  their  emotional  crises,  by  having  to 
give  up  a job,  by  the  fear  of  the  ultimate  hospitalization  that 
will  be  required — hospitalization  that  in  some  cases  is  really 
almost  compared  to  incarceration  because  there's  no  alternative. 
And  we  have  seen  in  a number  of  individual^  people  who  got  suf- 
ficient emotional  support,  whether  it  was  from  professionals,  or 
whether  it  was  from  interested  laymen,  or  friends,  or  family, 
people  whose  heads  were  improved  and  even  though  the  pathologic 
process  was  continuing — this  was  several  years  later--their  Hun- 
tington's disease  by  all  known  medical  information  should  be 
worse  or  physically  disabling.  People  who  had  emotional  support 
were  actually  better  off.  As  a matter  of  fact  when  we  made  a 
pitch  two  summers  ago  on  television  on  the  Channel  44,  the  public 
broadcasting  network  affiliate  for  the  original  version  of  the 
Bill,  we  had  a physician  on  with  us,  a physician  patient  who  was 
much,  much  better  off  two  years  after  the  diagnosis  of  Hunting- 
ton's— it  really  was  driven  home  to  him  when  he  had  to  give  up 
his  practice.  He  was  physically  worse.  The  disease  was  slowly, 
inexorably  progressive  to  death,  but  this  fellow  what  with  psycho- 
therapy and,  as  the  kids  so  often  say,  a little  bit  of  love  goes 
a long,  long  way.  This  doctor,  a general  practitioner  from 
Maine,  was  able  to  function  with  his  disability.  Huntington's 
disease  really  differs  from  amputation  or  other  disabilities  more 
in  the  stigma  that's  attached  to  it. 

I had  a couple  of  points  I wanted  to  make  with  regard  to  some 
research  aspects,  but  really  the  crying  need  is  for  services  and 
the  services  come  from  public  and  awareness,  from  education  of  the 
power  structure.  Mentioning  education,  one  cannot  escape  from  the 
I just  have  to  say  crying  need  for  education  of  professionals. 

It's  unbelievable  how  few  doctors  know  about  Huntington's  chorea 
and  even  worse  than  that  is  the  ones  who  know  about  it,  but  will 
drop  the  patient  like  a hotcake.  They  don't  want  to  have  anything 
to  do  with  unpleasant,  nasty  diseases  like  that. 

I've  noted  in  my  own  biochemical  investigations  where  we  are 
taking  blood  samples  over  a series  of  three  to  five  hours  to  look 
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at  changing  hormone  levels  as  an  example  of  the  function  of  the 
brain  that  dealing  with  people,  even  far  advanced  individuals  on 
a human  basis,  often  causes  them  to  respond  with  appropriate 
behavior  that  astonishes  the  nurses  and  people  who  are  sort  of 
in  charge  of  them  on  a day  to  day  basis. 

In  doing  some  of  our  studies,  or  most  of  them,  we've  had  to 
discontinue  the  tranquilizers  which  you  may  know  are  often  used 
in  massive  doses  really  to  just  snow  these  people  under,  because 
these  drugs  affect  the  brain  function  and  the  hypothalmic  func- 
tion of  the  hormone  release  and  they  would  adversely  affect  the 
special  studies  we  were  doing  to  determine  the  effect  of  the 
disease  process  itself  on  the  hormones.  Often  there  has  been 
great  anxiety  on  the  part  of  the  staff  treating  patients  that 
when  these  medications  are  discontinued  the  behavior  would  be 
totally  uncontrollable.  Yet  time  and  time  again  we've  noticed 
that  people  free  of  tranquilizers  for  weeks  when  getting  special 
biochemical  studies  in  which  enough  time  and  human  contact  was 
made — time  and  time  again  we  found  them,  even  with  far  advanced 
brain  disease,  to  be  human  beings  and  many  of  them  said  they  know 
they  act  bizarrely  sometimes  and  they're  embarrassed,  they  are 
sick.  What  disturbs  them  more  than  anything  else  is  that  other 
people  react  and  object  and  then  the  bottom  falls  out — they  can't 
control  themselves.  So  do  you  have  any  questions? 

M.  WEXLER:  Yes — I wonder  if  you  have  ever  had  any  notion  that 

endocrinological  changes  due  to  emotional  disturbance  or  other- 
wise might  have  something  to  do  with  precipitation? 

PODOLSKY:  That's  a very,  very  profound — that's  a really 

very,  very  important  question.  I heard  Marjorie  once  talk  about 
things  triggering  Huntington's  chorea.  I think  it  was  in  the 
context  of  this  controversial,  still  unproven  test  where  L-dopa 
is  given  (L-dopa  an  agent  which  causes  choreic-like  movements 
in  anybody  if  it's  given  in  a high  dose) . Some  have  thought  that 
this  might  bring  out  choreic  movements  in  people  at  risk  at  lower 
doses.  It  still  is  not  proven.  I remember  Marjorie  once  mention- 
ed to  me  that  if  indeed  this  were  the  case,  then  even  though  the 
symptoms  go  away  you  may  be  triggering  and  starting  the  process 
silently.  We  know  that  in  certain  diseases  like  diabetes,  there 
is  no  question  that  a massive,  tremendous  stress  can  bring  out 
the  disease.  Also  this  can  be  a reversible  thing.  I don't  think 
there's  any  work  on  this.  I think  that  this  is  a very  good  sug- 
gestion and  what  we  have  noticed  are  really  like  isolated  pieces 
of  a jigsaw  puzzle.  We're  adding  bits  of  knowledge.  We  don't 
really  have  anything  firm  to  hang  our  hat  on.  One  thing  that 
surprised  us  is  the  sort  of  paradoxical  response  of  growth  hor- 
mone to  certain  stimuli  and  suppressive  agents.  The  responses 
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are  opposite  to  the  normal,  opposite  to  what  is  expected.  We 
not  sure  of  the  significance  of  this,  but  we  have  been  looking 
at  effects  of  this  disease  per  se  and  the  occasional  damage  to 
the  hypothalmus  of  the  brain  on  endocrine  function.  It  may  very 
well  be  that  we're  looking  at  one  end  and  the  important  aspect  is 
that  the  endocrine  brain  pathology  interrelationship,  and  I'm  sure 
there  is  one,  is  starting  earlier.  Certainly  it  should  be  stressed 
that  this  is  practically  the  only  fatal,  horrible,  if  I may  use  that 
word,  dominantly  inherited  genetic  disease — what  some  call  a bad 
seed--that  does  not  show  any  manifestation  whatsoever  that  anybody 
can  find  until  the  late  thirties  or  forties.  There  are  many  other 
terrible  diseases,  but  every  other  dominantly  inherited  one,  with 
a 50-50  risk  for  the  children,  always  strikes  in  childhood  or  cer- 
tainly causes  severe  disabilities  in  adolescence  so  that  it's  very 
unlikely  that  people  with  this  disease  will  procreate  and  nature 
has  a built-in  protective  mechanism  against  fatal  dominantly  in- 
herited disease.  This  is  the  only  one  that  is  uniquely  late  on- 
set; one  wonders  if  the  onset  would  be  even  later,  but  there  prob- 
ably are  environmental  factors — whether  it  be  stress,  emotional, 
or  endocrine. 

There's  a field  in  medical  research  in  general--!  would 
like  to  see  more  relationship  of  this  to  Huntington's  disease-- 
but  there's  a field  that  is  about  to  open  up  called  psychoneuro- 
endocrinology. As  a matter  of  fact,  just  last  year  they  got  their 
own  journal.  Volume  1,  Issue  1.  This  is  the  relationship  between 
behavior,  psychology  and  neuroendocrinology  of  hormones  in  the 
brain  and  it  was  probably  only  ten  years  or  so  ago  that  the  field 
of  neuroendocrinology  split  off  and  there  was  a great  deal  of  an- 
tagonism at  that  time  because  people  could  see  a thyroid  gland, 
they  could  see  adrenal  glands,  they  could  see  testes,  ovaries, 
pancreas,  but  neuroendocrinology--thinking  of  the  brain  as  a 
gigantic  gland,  which  in  a sense  it  is  because  the  nerve  impulses 
are  transmitted  from  one  nerve  to  another  by  little  secretions,  by 
chemicals  or  hormones  being  released  at  the  end  of  one  nerve, 
jumping  across  the  space  to  trigger  the  next  nerve.  Neuroendo- 
crinology has  been  accepted  and  has  provided  massive  additional 
information  about  normal  control  of  the  other  glands  and  I 'm  sure 
psychoendocrinology's  about  to  come  into  its  own.  I think  current- 
ly only  some  organically  minded  psychiatrists  have  serious  interest 
in  this,  particularly  Dr.  Michael  at  Emory,  but  I'm  sure  that 
this  is  going  to  explode  and  it's  obviously  relevant  to  Hunting- 
ton's Chorea. 

McBEATH:  I would  like  to  ask  a question--it ' s something  that 

I get  asked  all  the  time  and  have  no  clear  idea  about.  Is  there 
any  clear  information  on  the  reason  for  the  rather  severe  weight 
loss  and  cachexia  in  patients  with  Huntington's  disease,  out  of 
proportion  often  to  the  rest  of  their  illness.  [Inaudible] 
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PODOLSKY;  I hope  to  be  able  to  do  a collaborative  study 
with  Dr.  Louis  Braverman,  who  is  a professor  of  endocrinology 
at  the  University  of  Massachusetts  Medical  School  in  Worcester, 
Massachusetts,  to  look  at  the  thyroid  function  more  subtly  in 
these  patients.  Thyroid  function  studies  have  always  been  re- 
ported as  normal.  All  the  blood  tests  have  been  reported  as 
normal,  including  blood  sugar  levels.  That's  how  we  first  got 
into  this  because  while  the  fasting  blood  sugar  levels,  the 
random  blood  tests  are  normal,  but  that's  like  random  thyroid 
test.  A special  study  like  the  glucose  tolerance  test  has  shown 
that  50  percent  of  patients  with  Huntington's  chorea  have  a dia- 
betic response.  You  could  say  that  one  thing  wasn't  bad  enough — 
now  there  are  two  things  wrong.  We  don't  take  that  negative 
view.  We  think  we're  shedding  some  light  on  the  disorder. 

Because  of  the  cachexia  despite  what  I've  seen  in  some  cases 
as  a huge  intake  of  food,  we're  looking  for  some  subtle  thyroid 
brain  interaction  that  is  not  present  in  the  standard  thyroid  test. 
That  is^  there  may  be  a more  rapid  turnover.  It  has  been  mentioned 
that  the  calories  that  can  be  burned  up  in  constant  choreoathetotic 
movements  can  account  for  the  weight  loss  that's  always  been  ob- 
served clinically,  but  I'm  sort  of  skeptical  about  that. 

GUTHRIE:  I would  like  to  ask  Nancy  if  she  would  tell  you 

something  about  a paper  that  we  heard  delivered  very  recently  on 
someone  who's  done  some  work  where  the  patients  have  gained  some 
weight . 

N.  WEXLER:  Well  the  patients  gained  only  approximately — 

the  males  gained  six  pounds,  the  women  did  not  gain  weight; 
however,  this  was  over  a period  of  at  least  a year  of  very,  very 
careful  tending  and  TLC  (tender  loving  care)  so  I think  that  it 
was  a struggle  to  get  them  to  gain  weight  and  the  regimen  was 
vitamin  therapy  predicated  on  vitamins  as  antioxidative  treat- 
ment— particularly  Vitamin  C,  Vitamin  B,  Vitamin  E.  However, 
the  same  individual.  Dr.  Charles  Still  at  the  William  S.  Hall 
Psychiatric  Hospital  in  North  Carolina — South  Carolina,  sorry  — 
mentioned  that  the  temperature  regulation  seemed  to  be  somewhat 
deficient  in  these  patients  and  that  they  tended  to  have  routinely 
a rather  lower  body  temperature  and  I wonder  if  that  has  been  well 
documented  and  has  anybody  ever  done  circadian  rhythm  studies 
of  body  temperature. 

SUBERI:  Some  preliminary  work  has  been  done  in  our  facility 
by  a Ph.D.  psychologist  by  the  name  of  S.  E.  Hall  and  has  demon- 
strated some  circulatory  difficulties  which  might  be  consistent 
with  the  temperature. 
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N.  WEXLER:  Is  that  a proven  finding  that  there  is  that... 

SUBERI:  No,  it's  just  an  observation,  a clinical  observa- 

tion using  some  of  the  biofeedback  techniques. 

GUTHRIE:  But  I was  interested  that  one  group  of  people 

tjained  weight  with  the  regimen  and  then  another  one  didn't,  which 
made  me  wonder  about  the  hormonal  differences. 

M.  WEXLER:  That  temperature  regulation  is... you  see  we  can  have 

a workshop  right  here.  The  temperature  regulation  is  terrific 
because  you  know  one  of  the  characteristic  findings  is  that  the 
choreiform  movements  disappear  in  sleep.  Okay,  but  so  does  the 
blood  brain  barrier  threshold  lower  in  sleep  so  what  gets  through 
in  sleep,  that  gets  through  the  blood  brain  barrier  and  then  dis- 
misses those  choreiform  movements,  and  the  same  thing  in  tempera- 
ture regulation; with  the  increased  temperature  you  have  a lowering 
of  the  threshold  of  the  blood  brain  barrier.  If  there's  a lowering 
then  something  isn't  getting  into  the  brain.  I don't  know.  I 
mean  these  are  some  of  the  wild  speculations  that  we  play  around 
with  out  in  California  and  it  may  not  be  indigenous  to  California, 
but  it's  the  kind  of  speculation.  But  it's  interesting  because 
that  problem  of  the  blood  brain  barrier... it  came  out  of  some  very 
funny  stuff  that  happened  when  a patient  who  was  on  the  verge  of 
death  was  shipped  to  her  hometown  near  Venice.  She  was  just  go- 
ing to  go  back  to  Italy  to  be  buried  and  she  developed  a very 
high  fever.  She  had  pneumonia  and  developed  very  high  fever  and 
they  gave  her  an  antibiotic  plus  some  fentidend  and  suddenly  she 
was  well.  She  was  not  only  cured  of  the  pneumonia,  but  all  the 
choreiform  movements  had  disappeared  and  she  was  in  perfect  shape 
and  she  came  back  to  San  Francisco  where  she  lives.  Nobody  could 
figure  this  thing  out  so  we  got  some  of  the  antibiotic  (which  was 
a very  special  kind  that  came  from  Italy) . Now  we  couldn't  control 
that  experiment  so  it  really  didn't  amount  to  very  much  as  an  ex- 
periment, but  it  still  stands  in  the  wings  that  this  woman  had  a 
very  high  temperature  and  she  was  given  amantadine.  Ordinarily 
amantadine  was  not  particularly  effective  in  controlling  the 
movements,  but  amantadine  in  the  presence  of  very  high  temperature 
seemed  to  have  done  something  and  we  don't  know,  but  those  are  the 
kinds  of  things  that  represent  those  research  speculations  that 
make  me  very  excited  about  all  the  potentials  that  exist  in  terms 
of  possibilities  of  finding  answers. 

PODOLSKY:  I just  thought  that  I might  mention--and  I haven't 

been  too  successful  in  stimulating  other  endocrinologists  to  look 
at  this  knotty  problem — when  we  had  another  opportunity  to  do 
this  at  the  International  Congress  of  Endocrinology  in  Hamburg 
in  Germany  in  July,  I thought  I might  take  another  tack  and  we 
had  a big  poster  session.  Again,  this  kind  of  work  wasn't  accepted 
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in  that  discipline  say  for  oral  presentation.  We  had  many  papers, 
journals,  etc.  They  put  it  in  a poster  session  and  I did  find  out 
a way  to  have  kind  of  a show  stopper.  You  know,  posters  are  com- 
prised of  big  charts  of  the  research  data.  Well,  we  made  two  huge 
blow-ups  of  the  Peter  Breughel  drawings  that  I copied  from  the 
front  of  the  Huntington's  Chorea  Centennial  Symposium  Book  and  that 
made  everybody  stop  at  the  exhibit  and  hundreds  and  hundreds  of 
people  from  all  over  the  world  were  asking  about  Huntington's  chorea 
and  what  is  their  blood  sugar  and  the  growth  hormone  and  the 
prolactin  and  that  really  stopped  them  all . 

M.  WEXLER:  We're  putting  this  in  the  record  as  a very  specific 

recommendation  as  "how  to  attract  scientists".  (Laughter)  Blow 
up  some  posters.  Yes  we're  having  a show-stopper  down  in  Mexico 
City  in  a couple  of  weeks.  Thank  you  Dr.  Podolsky. 
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Now  we  have  almost  no  choice,  I guess  it's  after  5:00  and 
this  is  a Federal  building.  We'll  get  kicked  out  at  5:00.  We 
can  either  have  a very  free  discussion  or  I'm  willing  to  do 
the  summary  of  today.  Would  anybody  want  to  discuss  anything, 
that's  on  your  mind?  Are  you  interested  in  all  at  some  kind  of 
a random  associations  about  what  I heard  today?  I'll  try  because 
I took  some  notes  and  I don't  know  whether  I can  read  my  writing, 
but  I'll  run  through  them  very  quickly  and  maybe  some  of  them 
are  quite  repetitious,  but  one  of  the  things  that  I found  terribly 
interesting  was  the  statement  concerning — Huntington's  disease 
as  a model  disorder  for  the  study  of  down  gene  diseases  and,  there- 
fore, for... and,  perhaps,  the  kind  of  recommendations  that  we  would 
make  to  Congress  as  a kind  of  model  for  other  diseases  under  those 
who  wish  to  engage  in  some  kind  of  research  and  be  funded  by  the 
Federal  government. 

One  thing  that  was  emphasized  over  and  over  again  was  the 
need  for  money  for  basic  research — over  and  over  again  we  heard 
people  say  that  there  is  a basic  knowledge  that  is  needed  before 
the  actual  clinical  research  will  pay  off.  We  heard  a very  strong 
emphasis  on  clinical  research  as  a corollary  of  that  basic  research 
so  that  two  of  them  require  adequate  funding. 

We  heard  about  research  centers  and  the  need  for  beds  and  re- 
commendations range  from  the  use  of  hospitals,  in  some  instances 
hospitals  that  were  being  emptied  out  by  way  of  medications  that 
are  now  available  in  psychiatric  hospitals,  or  even  in  terms  of 
having  centers  where  convalescent  homes  could  be  used  to  maintain 
some  Huntington's  patients — not  only  for  care,  but  for  research 
purposes.  There  was  a strong  emphasis  on  the  need  for  tissue. 
Maintenance  of  the  current  tissue  bank  is  okay,  but  what  was  pres- 
sured and  pushed  was  the  importance  of  having  an  aggressive  manage- 
ment of  a tissue  bank,  not  only  in  terms  of  obtaining  tissue 
throughout  this  country  with  the  feeling  that  a lot  of  tissue  is 
escaping  from  our  bank,  but  also  that  dissemination  of  information 
to  a great  many  scientists — that  that  tissue  is  available  because 
as  the  scientists  become  aware  of  the  fact  that  Huntington's  tissue 
is  available  for  research,  there  will  be  a considerable  increase  in 
the  amount  of  research  that  is  being  done. 

There  was  a rather  narrow  recommendation  about  the  need  for 
a medical  dictionary,  but  I think  that  what  was  required — really 
what  was  being  asked  for  was  a series  of  books  and  pamphlets  and 
other  things  that  could  educate  the  general  public,  that  could 
educate  the  patient  population  and  the  patient  families  and  that 
this  education  was  required  in  the  much  broader  scope  and  that 
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there  was  considerable  literature  needed  to  educate  doctors,  the 
general  practitioner,  the  internist,  even  the  neurologist  and 
some  other  specialists  who  have  to  deal  with  this  problem--social 
workers,  psychologists,  etc. 

Another  thing  that  would  seem  very  important,  both  in  terms 
of  the  ultimate  cure  of  the  disease  and  the  management  of  the 
disease,  was  theproblem  of  developing  an  early  detection  test 
and  several  references  were  made  to  a growing  and  even  existing 
potential  for  having  an  early  detection  test.  The  importance 
of  family  stability  was  emphasized  and  I would  suppose  that  could 
be  linked  very  easily  with  what  Dr.  Podolsky  was  talking  about 
because  the  emotional  problems  in  the  family  are  so  important — not 
just  simply  because  the  families  and  the  patients  are  devastated 
but  there  may  even  be  some  correlation  between  that  kind  of  emo- 
tional devastation  and  the  advances  in  the  disease  process  itself. 

There  was  mentioned  the  fact  that  there  are  available  facilities 
in  the  areas  of  social  work,  in  the  areas  of  Government  agencies, 
etc.,  etc.  that  are  not  being  fully  utilized — part  of  this  seems 
to  be  the  lack  of  dissemination  of  knowledge — part  of  it  seems 
to  be  the  fact  that  many  of  the  patients  are  somewhat  distrustful 
of  approaching  public  agencies  and  having  discovery  made  of  their 
condition  for  a variety  of  reasons  including  the  fact  that  their 
jobs  might  be  at  stake. 

Certainly  there  was  a very  strong  emphasis  on  the  need  to  beef 
up  social  services  for  these  patients  and  to  beef  up  a whole  edu- 
cational process  up  and  down  the  line,  both  medical  and  otherwise, 
so  that  people  have  an  awareness  of  Huntington's  disease  which 
five  years  ago  probably  was  non-existent. 

We  need  better  data,  certainly  epidemiological  data,  all  kinds 
of  data  including  the  extent  of,  or  the  duration  of  the  disease, 
the  duration  of  being  at  risk,  the  duration  before  the  terminal 
illness  for  a simple  thing  like  insurance  coverage.  The  insurance 
companies  are  obviously  in  difficulty.  They  do  not  have  the  kind 
of  data  on  which  they  can  set  up  their  charts  so  that  they  can  be- 
gin to  estimate  what  premiums  need  to  be  costed  out  in  order  to 
maintain  some  kind  of  insurance.  If  we  expect  help  at  all  from 
the  private  sector,  and  maybe  this  will  turn  out  to  be  impossible, 
we  need  to  collect  more  and  more  data,  both  epidimiologically  and 
in  terms  of  the  duration  of  the  disease  from  onset  to  incapacity 
and  then  to  the  terminal  phase  so  that  any  kind  of  insurance  pro- 
gram is  possible. 

Some  mention  was  made  of  the  fact  that  Title  2 and  Title  16 
of  the  Government  laws  providing  aid  to  the  disabled  would  pro- 
vide some  kind  of  very  limited  coverage  and  some  kind  of  limited 
aid  to  the  patient  populations. 
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The  phrase  was  mentioned  that  it  was  a closet  disease  and 
we  kept  the  skeletons  in  the  closet  and  certainly  the  existence 
of  the  Commission,  the  existence  of  CCHD,  the  existence  of  other 
foundations  will  help  to  bring  out  the  skeletons  from  the  clos- 
et because  we  do  need  the  patient  population.  We  need  it  in 
terms  of  impressing  Congress,  of  obtaining  research  funds.  We 
need  it  in  terms  of  the  kinds  of  research  we  want  to  do.  We 
need  it  if  we're  to  understand  the  nature  of  the  disease  itself. 

We  need  to  support  more  and  more  those  medical  and  psychi- 
atric, professionals  who  stand  in  the  way  of  making  the  lives  of 
these  patients  and  their  families  better.  There  are  many  legal 
problems,  obviously,  and  one  of  the  problems  has  to  do  with  pri- 
vacy. There  is  the  problem  that  if  we  want  to  have  all  these 
epidemiological  records,  if  we  want  to  have  all  this  insurance 
data,  we  may  have  some  kinds  of  problems  connected  with  disclo- 
sure and  it  may  be  that  somebody  will  need  to  undertake  the  prob- 
lem of  developing  the  right  kind  of  legislation  so  that  people  who 
are  coming  out  of  the  closet  and  submitting  themselves  as  part  of 
the  epidemiological  data  bank  will  not  be  jeopardized  in  their  em- 
ployment or  in  their  possibilities  of  obtaining  insurance. 

In  general,  we  need  to  improve  the  quality  of  life  for  the 
patients  and  for  the  patients ' families  as  well  as  identify  these 
patients  in  developing  an  adequate  registry. 

Over  and  over  again,  I at  least,  and  a number  of  the  people 
who  came  tried  to  stress  what  was  happening  in  the  work- 
shop programs  that  have  been  developing  and  been  operating  for  the 
past  four  or  five  years  in  terms  of  Huntington's  disease.  My 
own  personal  experience,  I think,  was  verified  by  the  testimony 
here  today  that  came  from  a number  of  eminent  scientists  that  these 
workshop  organizations  are  enormously  important  in  the  generation 
of  new  ideas  and  the  generation  of  new  hypotheses.  They  are  partic- 
ularly important  in  the  development  of  scientific  interests  so 
that  there  is  a recruitment  aspect  of  the  workshop  program. 

One  of  the  difficulties  was  that  after  we  had  developed  these 
marvelous  hypotheses,  after  we  had  circulated  them  and  after  we 
had  recruited  a number  of  very  exciting  and  very  interesting 
scientists,  we  sometimes  had  difficulty  in  funding. 

We  must  be  able  to  fund  immediately  because  if  we  postpone  and 
delay,  many  of  these  ideas  will  die  at  the  vine  and  many  of  the 
scientists  will  disappear  into  other  programs  and  into  other  in- 
terests. One  of  the  ways  to  obviate  this  was  suggested  by  Dr. 
Matthysse  who  said  that  it's  terribly  important  for  these  scien- 
tists to  have  an  opportunity  to  publish.  He  said  you  couldn't 
buy  them  with  money,  but  when  you  were  having  your  programs,  you 
could  offer  them  publication  for  the  research  for  a good  deal  of 
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the  work  that  was  being  done.  A good  many  of  the  ideas  that 
could  then  be  followed  through  would  be  followed  through  much 
more  enthusiastically  if  they  knew  that  there  was  some  kind  of 
publication  which  suggests  that  somewhere  along  the  line  we 
must  make  recommendations  which  would  insure  the  publication 
of  ideas — the  rapid  publication,  the  rapid  exchange  of  ideas — 
about  Huntington's  research  so  that  scientists  would  keep  up 
their  enthusiasm  about  having  this  work  not  only  done,  but 
having  young  scientists  particularly  get  credit  for  the  work 
and  then  being  able  to  establish  themselves  in  academic  and 
research  careers. 

The  importance  of  salaries  and  funding  had  a special  note 
attached  to  it  because  it  wasn't  a question  of  just  simply 
funding  somebody  for  a year.  If  we  were  trying  to  fund  re- 
searchers; if  we  were  trying  to  get  young  investigators  involv- 
ed in  this  thing;  if  we  had  to  renew  their  salaries  each  year, 
perhaps  this  would  become  a discouraging  thing  and  planning  had 
to  be  much  more  long  term.  For  researchers,  it  was  neces- 
sary to  know  where  they  are  going  at  the  end  of  a year  so  that 
they  could  have  some  sensibility  that  if  their  programs  were 
very  complex  and  they  were  only  in  the  beginning  phases  of  their 
research  development  that  they  would  have  support  over  a longer 
period  of  time  and  have  some  confidence  that  they  would  be  able 
to  continue  their  work  to  some  kind  of  fruitful  outcome. 

There  was  a suggestion  which  I felt  was  being  enthusiastically 
endorsed  from  this  table  and  that  was  that  while  we  were  basically 
interested  in  Huntington's  disease  that  there  were  many  areas 
where  we  could  pool  our  interests  with  other  hereditary  diseases 
and  that  since  most  particularly  basic  research  would  apply  to  a 
great  many  hereditary  diseases,  but  also  there  were  many  programs 
that  were  available  to  all  people  who  suffer  disabling  diseases, 
we  should  pool  our  interests,  attempt  to  coordinate  in  some 
way  and  represent  a structure  able  to  use  in  some  very  coordinated 
way  all  of  the  resources  that  are  currently  available  to  us. 

Specific  research  ideas  kept  popping  up  all  through  the  day. 

I can  recall  Dr.  Podolsky  has  been  very  concrete  and  specific  in 
terms  of  endocrinological  ideas  that  he  himself  is  going  to  investi- 
gate, or  people  in  his  laboratory.  The  problem  of  Huntington's 
disease  as  an  autoimmune  disease  was  raised  and  I can  testify  to 
the  fact  this  particular  hypothesis  is  now  producing  a good  deal 
of  excitement  and  there  will  be  some  publication  very  shortly  in 
science  on  some  research  which  has  gone  on  which  related  Hunting- 
ton ' s disease  to  some  kind  of  autoimmune  disease. 
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In  terms  of  counseling  patients  and  counseling  families, 
this  was  again  stressed  all  day  long  as  a very,  very  important 
thing--that  the  families  needed  desperately  to  have  this  kind 
of  counseling  and  some  kind  of  knowledge  about  genetics  and 
knowledge  about  the  disease.  It  was  specifically  mentioned, 
however,  that  the  counseling  should  be  of  a type  which  did  not 
represent  eugenic  programs  in  which  people  were  being  directed 
not  to  have  children. 

There  were  many  suggestions,  one  that  I particularly  found 
very  encouraging  and  very  interesting,  and  it  had  to  do  with 
the  fact  that  there  were  psychiatric  institutions  that  were 
extremely  well  endowed,  in  a way,  physically  in  terms  of  physi- 
cal plant  and  that  many  of  these  large  hospitals  were  no  longer 
being  used  with  the  same  intensity  as  before  by  way  of  a variety 
of  drug  treatment  programs,  etc.,  and  that  with  some  upgrading 
of  these  facilities  and  with  some  removal  of  the  kind  of  stigma 
that  attached  to  a psychiatric  hospital,  to  a state  hospital, 
to  alter  the  structure  and  the  title  and  the  name,  intermingling 
patients  so  that  they  weren't  just  psychiatric  patients — you 
know,  I mentioned  epilepsy,  diabetes,  etc.,  etc. --it  might  be  pos- 
sible to  use  some  of  the  current  facilities  without  too  much  cost 
and  to  make  these  somewhere,  not  only  care  centers,  but  research 
centers  as  well. 

It  was  quite  clear  that  we  had  to  get  more  data  about  the 
cost  of  hereditary  disease  and  the  cost  of  Huntington's  disease. 

I mentioned  only  the  cost  of  Down's  syndrome.  It's  the  only 
figure  I happen  to  have.  I've  been  trying  to  dig  up  information 
and  I know  that  the  staff  that  Nancy  is  working  with  and  super- 
vising are  attempting  to  build  up  some  kind  of  data  about  the 
cost  of  hereditary  disease  in  general  and  I think  that's  so  stag- 
gering and  so  monumental  that  it's  incredible.  I know  from  per- 
sonal experience  because  it  happens  to  be  the  area  of  my  own  ex- 
pertise that  the  population  of  state  hospitals  in  terms  of  just 
schizophrenics  was  just  a matter  of  some  years  back  something 
like  700,000.  Now,  some  people  might  say,  "Well,  is  that  a heredi- 
tary disease?"  Well  I don't  think  there's  any  question  at  this 
point  that  there  is  certainly  a very  strong  hereditary  taint  in 
schizophrenia  and  if  you  include  that  in  the  realm  of  hereditary 
disease  then  it's  a shocking  thing  that  hundreds  of  billions  of 
dollars  are  being  spent  in  the  United  States  of  America  on  heredi- 
tary disease — hundreds  of  billions  of  dollars — and  the  amount  appro- 
priated for  research  for  hereditary  disease  may  run  into  a few 
hundred  million.  That  seems  to  me  to  be  terribly  uneconomical 
and,  therefore,  we  need  to  find  out  a lot  more  about  the  cost  of 
Huntington's  disease  to  this  nation  and  the  cost  of  hereditary 
disease  in  general. 


2-819 


Boston,  Massachusetts 


October  1,  1976 


There  is  the  question  of  tax  relief  for  families  who  are 
burdened  by  the  enormous  cost  because  as  we  all  know  families 
are  generally  bankrupted  by  Huntington's  disease  and  one  of  the 
ways  in  which  it  would  seem  feasible  to  relieve  them  at  least  of 
some  of  the  burdens  is  to  make  some  kind  of  recommendation 
about  special  tax  relief  for  families  where  the  costs  become  so 
monumental . 

There  was  some  discussion,  really  quite  interesting  discus- 
sion, about  the  special  group  that  is  being  developed  in  New 
Hampshire  at  the  hospital  facilities  there  and  the  kind  of  inter- 
disciplinary team  that  they  are  developing  and  the  work  they  are 
doing  with  the  CAT  scan  and  the  various  measuring  devices  they 
are  attempting  to  develop,  the  psychobiological  research  they 
are  engaging  in  and  I was  enormously  pleased  to  hear  them  repeat 
what  was  heard  a number  of  times  during  the  course  of  the  day 
and  that  was  in  investigations  in  Huntington's  disease,  we  were 
also  involved  in  the  investigations  of  aging  and  of  cancer  be- 
cause the  relationship  seems  biologically  quite  clear. 

Now  those  are  more  or  less  the  little  notes  that  I've  taken. 

I know  I've  skipped  a lot  and  I'm  sure  that.  . .I'm  sure  there 
were  a great  many  other  things  that  were  said  during  the  course 
of  the  day,  but  those  are  the  things  that  I remember  and  if  there 
are  any  of  you  who  want  to  make  an  addition,  just  stand  up  and 
the  microphones  are  yours. 

VOICE:  We  would  like  a copy  of  the  summary  (Laughter) . 

The  taxpayers  demand  it...  . 

VOICE:  A change  in  the  adoption  laws... 

N.  WEXLER:  A change  in  the  adoption  laws? 

VOICE:  That's  right.  So  records  can  be  kept  open. 

M.  WEXLER:  Any  other  suggestions? 

VOICE:  There  is  a pamphlet  put  out  by  HEW  on  genetic 

diseases.  It's  a purple  pamphlet  and  I forgot  the  exact  title, 
but  they  include  in  there  a study  of  the  costs  of  different 
genetic  diseases.  You  might  want  to  take  a look  at  that. 

M.  WEXLER:  In  that  little  purple  pamphlet,  is  that  so,  Mar- 

jorie? I have  the  pamphlet,  too.  Oh,  this  is  a new  pamphlet.  Okay. 
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VOICE:  Not  the  CCHD  pamphlet.  It's  put  out  by  a Department 
of  HEW. 

M.  WEXLER:  On  the  cost  of  genetic  disease? 

VOICE:  Not  only  on  the  cost,  but  it's  about  genetic  diseases 

and  it  includes  in  there  some  graphs  with  tabulated  figures.  I 
don't  know  where  their  data  comes  from... 

GUTHRIE:  That's  from  NIGMS.  We  have  that  pamphlet  avail- 

able if  somebody  wants  to  see  it.  I must  tell  you  that  we  didn't 
circulate  it  further,  beyond  one  to  each  chapter  because  we  felt 
the  pictures  in  it  were  so  devastating  to  so  many  people  to  see 
of  all  the  variety  of  genetic  disorders.  Do  you  agree?  So  I 
didn't  think  it  was  a great  one  to...  But  it  does  have  some 
figures  in  it,  right. 

VOICE:  But  if  they  wanted  to  find  out  the  cost  of  all  the 

genetic  diseases.  They  are  already  tabulated  if  you  just  look 
into  the  background. . . . 

M.  WEXLER:  Thank  you.  Yes,  Dr.  Podolsky. 

PODOLSKY:  I think  it  should  be  mentioned  that  in  extrapolat- 

ing Huntington's  disease  to  other  economic  burdens  you  have  to 
think  of  the  dementia  of  Huntington's  chorea  and  the  cause  for 
the  permanent  hospitalization.  I have  seen  some  figures  on  the 
cost  to  the  economy  in  the  United  States  alone  of  senility  and 
dementia  in  general  and  in  Huntington's  disease  we  really  have 
premature  dementia  and  premature  senility — or  premature  aging. 

As  a matter  of  fact,  Huntington's  disease  as  a model  for  the  nor- 
mally aging  brain  is  an  area  of  research  that  I'm  interested  in 
and  should  be  pushed.  Dementia  causes  many,  many  billions  of  dol- 
lars loss  to  the  economy  of  the  United  States.  People  think  of 
dementia  as  just  forgetful,  old  people,  old  timer's  disease,  etc., 
but  this  has  not  been  touted  enough,  perhaps,  in  its  own  right 
but  I think  people  are  gradually  becoming  aware  of  the  enormous 
financial  burden  just  of  the  various  dementias  and  I've  never 
seen  Huntington's  mentioned  in  that  context. 

GUTHRIE:  We  got  one  figure  from  Dr.  Huber  on  the  care  of 

the  500  known  HD  patients  within  the  VA  and  his  estimate  was 
between  6 and  10  million  dollars  a year — just  for  the  500  VA 
patients . 

M.  WEXLER:  And  that's  probably  just  the  immediate  cost  to  the 

hospital.  The  cost  to  the  economy,  etc,  etc. 
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GUTHRIE:  And  it  doesn't  count  women,  or  children,  or  those 

that  can't  get  in  the  VA,  or  the  outpatient,  or  those  who  have 
been  misdiagnosed. 

N.  WEXLER:  Or  the  income  tax  that  they  would  have  been 

paying  were  they  healthy. 

M.  WEXLER:  If  there  are  no  other  questions  or  statements, 

then  let  me  thank  you--all  of  you — for  coming.  It's  been  in- 
structive and  informative  for  the  Commissioners  and  I hope  that 
it  will  be  instructive  and  informative  for  Congress  and  the 
President  and  that  we  get  all  these  things  done.  Thanks  for 
coming. 
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THE  REV.  JOHN  S.  ALLEN,  RECTOR 

LACONIA,  NEW  HAMPSHIRE  JANUARY  31,  1977 


I have  been  working  with  Elaine  and  Fred  Townsley  over 
the  last  year  and  a half.  Fred  has  been  diagnosed  as  having 
Huntington's  disease  for  eleven  years. 

A resource  that  would  have  been  most  helpful  to  us  would 
be  a description  of  the  psychological  impact  of  the  disease  as 
well  as  some  guidance  for  the  handling  of  the  behavioral  and 
attitudinal  manifestations.  If  research  along  these  lines  has 
already  been  done,  it  would  be  very  helpful  to  have  the  findings 
that  are  circulated.  If  it  has  not  been  done,  it  might  be  con- 
sidered as  a priority,  possibly. 
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MRS.  MARY  BODEN 


SEPTEMBER  15,  1976 


Why  can't  I have  children?  At  age  19  I was  told  very 
emphastically , "You  cannot  have  children.  This  is  the  only 
way  to  eradicate  Huntington's  disease."  The  doctor's  orders 
were  to  "live  a normal  life"  after  being  told  I can  never  be 
a mother  and  I can't  grow  older  because  Huntington's  disease 
develops  at  middle  age.  I felt  like  I was  walking  around 
with  the  sign  "freak"  on  my  chest.  I never  felt  such  rejec- 
tion in  my  life.  I went  through  the  "Why  me?"  attitude.  I 
was  even  more  determined  to  have  children  when  I got  married 
because  the  doctor  told  me  not  to.  I was  totally  negative. 

I was  certain  I would  develop  the  disease,  so  why  live?  I 
don't  know  how  I would  have  ended  up  mentally  if  it  wasn't 
for  the  Committee  to  Combat  Huntington's  Disease.  You  can 
talk  to  outsiders  who  are  good  listeners  and  give  sympathy, 
but  the  Committee  is  constructive  and  therapeutic.  You  know 
that  these  people  are  facing  the  identical  problem  and  that 
you're  not  alone.  There's  a feeling  that  where  there  is 
unity  there  is  strength.  CCHD  meetings  enabled  me  to  accept 
my  problem  because  I had  a chance  to  join  in  on  fund-raising 
for  research.  Yes,  I may  have  Huntington's  disease  in  the 
future,  but  I'm  doing  something  right  now  to  try  to  prevent 
it. 


My  father  died  this  past  February  from  pneumonia/- 
Huntington's  disease.  He  was  in  veterans'  hospitals  and 
nursing  homes  for  nine  years.  He  never  complained  about  his 
sufferings.  We  never  knew  what  to  expect  when  we  visited 
him.  When  he  could  still  walk  on  his  own  he'd  fall  down  a 
flight  of  stairs  and  break  his  ribs  or  gash  his  head  on 
another  fall.  This  was  caused  by  his  loss  of  equilibrium. 
Another  time  he  would  be  unable  to  breathe  because  of  one  of 
the  Huntington's  disease  patient's  most  dreaded  illness  set 
in  - pneumonia.  He  had  all  sorts  of  withdrawals  and  reactions 
from  the  different  types  of  drugs  and  tranquilizers  the 
doctors  would  experiment  with.  Every  time  you  asked  dad  how 
he  felt  he  said,  "Fine,  just  fine."  It  was  so  horrifying 
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each  and  every  time  I visited  him  to  see  him  just  waste 
away.  He  had  nothing  to  live  for.  He  knew  he  could  never 
come  home  again.  The  only  thing  he  had  was  our  visits.  Yet 
he  kept  on.  Year  after  year.  We  lived  separate  lives  for 
so  long  that  sometimes  I felt  as  if  I never  had  a father; 
but  there  he  would  be,  wasting  away  in  the  nursing  home. 

When  I got  married  two  years  ago  all  I could  do  was  show 
him  pictures.  When  my  brother  and  his  wife's  daughter  was 
born  one  and  a half  years  ago  all  they  could  do  was  show 
him  pictures.  "Dad,  you  have  a granddaughter."  "Dad,  we're 
married."  What  suffering  it  was  for  us  all,  but  especially 
for  my  dad,  not  to  be  able  to  share  our  lives.  If  my  father 
died  from  cancer,  heart  attack,  etc.,  with  his  death  I could 
say  - at  least  it's  over.  But  it's  not  over.  Four  children 
are  still  living.  We're  living  with  the  fact  that  we  may 
suffer  the  same  symptoms  and  may  be  forced  to  live  a life 
separate  from  our  families. 

My  husband  and  I have  decided  we  want  to  have  our  own 
family.  We  communicated  as  objectively  as  possible  on  this 
subject.  My  husband  is  very  understanding  and  also  very 
realistic  and  optimistic.  My  greatest  fear  is  that  I would 
be  an  unfit  mother  if  I have  the  disease.  My  father  was 
what  I consider  unfit,  and  I'm  afraid  I'll  end  up  the  same 
way.  If  it  wasn't  for  my  mother  taking  on  the  dual  role,  I 
don't  know  what  would  have  happened  to  my  three  brothers 
and  me.  My  husband  and  I feel  that  if  our  children  inherit 
the  disease,  hopefully  in  another  generation's  time  research 
will  have  discovered  a cure. 

That's  what  it's  all  about  - research.  That's  our  only 

hope.' 
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Boston,  Massachusetts 


October  1,  1976 


KEVIN  BRADLEE 

TEWKSBURY,  MASSACHUSETTS  OCTOBER  7,  1976 


My  name  is  Kevin  Bradlee  and  my  father-in-law  has  H.D. 

At  times  it  is  very  devastating  to  see  him  trying  to  walk 
and  seeing  him  swaying  from  side  to  side  to  gain  his  balance. 

He  does  not  go  out  any  more  because  he  is  embarassed 
when  people  stare  at  him. 

My  wife  is  at  risk  of  getting  H.D.  and  at  times  it  has 
been  very  hard  on  her  to  think  that  someday  she  may  have 

H.D. 


I hope  that  money  will  be  available  for  research  so  that 
someday  my  daughter  would  not  have  to  worry  about  H.D. 


2-826 


Boston,  Massachusetts 


October  1,  1976 


JEAN  H.  BRUNET 


SEPTEMBER  30,  1976 


I am  writing  on  behalf  of  my  employee,  Monica  Bruning. 
From  listening  and  seeing  in  person  her  husband,  Harold, 
who  is  afflicted  with  Huntington's  Disease  I feel  that  this 
family  could  use  help.  After  all  we  in  this  country  are  sup- 
posed to  help  each  other.  We  contribute  to  several  drives. 
Why  not  have  some  organization  get  together  and  start  one 
for  Huntington's  Disease. 

This  individual,  Monica  Bruning,  has  worked  for  me 
several  years--very  conscientious  worker,  has  reported  for 
work  in  any  kind  of  weather,  just  so  that  she  can  maintain 
her  home  properly  and  provide  for  her  family.  There  must 
be  something  that  can  be  done.  How  about  it? 


2-827 


Boston,  Massachusetts 

HAROLD  T.  BRUNING 
SOMERVILLE,  MASSACHUSETTS 


October  1,  1976 


OCTOBER  7,  1976 


My  name  is  Harold  T.  Bruning.  I live  in  Somerville.  I 
am  48  years  old.  I used  to  be  a worker.  I am  now  totally  dis- 
abled. I live  with  my  wife  still.  Most  of  my  day  consists  of 
watching  TV  and  that  gets  pretty  boring.  I wish  this  Committee 
will  come  through  with  the  money.  We  sure  could  use  it.  There 
is  such  a big  need  for  money.  We  need  money  for  research.  I 
fall  down  a lot.  I was  taking  a shower  the  other  day  and  fell 
in  the  shower.  You  fall  down  anytime  and  sometime  it's  going 
to  break  a leg  or  something  worse.  I am  on  medication  from  the 
V.A.  I'm  lucky  to  have  the  V.A.  Without  them  I don't  know 
what  I would  do.  They  give  me  medication  and  treatments.  What 
do  these  people  who  ain't  veterans,  what  do  they  do  for  medica- 
tion or  doctors?  Since  I have  H.D.  I feel  dizzy  all  the  time 
and  I feel  very  insecure  when  I go  anyplace  alone;  I may  fall 
down . 


The  money  you  people  are  holding  means  so  much  to  us. 
So  if  you  could  find  it  in  your  hearts,  help  H.D. 


2-828 


Boston,  Massachusetts 


October  1,  1976 


MONICA  M.  BRUNING 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  30,  1976 


I am  a wife  of  a Huntington's  Disease  victim.  The 
mother  of  three  children  and  three  grandchildren.  We  find 
it  very  hard  to  get  along  on  the  little  bit  of  money  we  re- 
ceive. I have  to  work  every  day  to  just  about  make  ends  meet. 
And  in  doing  so  my  husband  and  son  are  left  alone  a lot.  It 
is  not  easy  for  me  to  sit  and  think  how  my  children  may  some 
day  be  affected  by  this  disease.  Money  is  what  they  need  for 
research  so  that  my  children  will  not  get  it.  Just  because 
it  is  not  well  known  doesn't  mean  that  it  should  be  ignored. 

We  need  help.  So  if  you  can  see  it  in  your  hearts,  please 
give  as  much  as  you  can. 


2-829 


Boston,  Massachusetts 


October  1,  1976 


MRS.  ABBIE  CALLAHAN 


OCTOBER  1,  1976 


I'm  concerned  about  Huntington's  Disease.  I think  that 
there  should  be  some  kind  of  help  for  these  people. 

Maybe  some  kind  of  clinic  would  help  these  people  who 
have  this  disease. 


2-830 


Boston,  Massachusetts 


October  1,  1976 


DIANE  CIDNIN 


OCTOBER  7,  1976 


Will  you  please  help  these  poor  families  of  people  who 
have  Huntington's  Disease?  I understand  that  there  is  no 
financial  help  for  their  families.  Something  has  to  be 
done  to  change  this.  It  is  very  hard  to  support  a family 
and  take  care  of  a seriously  ill  man.  It  is  difficult  on 
the  supporter  to  watch  their  mates  die  inch  by  inch  day  by 
day.  If  there  is  any  compassion  left  in  this  world,  you 
will  help  these  poor  people. 


2-831 


Boston,  Massachusetts 


October  1,  1976 


PATRICIA  CIRASO 


OCTOBER  1,  1976 


I am  interested  in  knowing  what  is  being  done  about 
Huntington's  Disease,  a serious  illness  that  has  stricken 
many  families. 

My  personal  feelings  are  that  too  little  is  being  done 
for  these  stricken  victims. 

I would  appreciate  any  help  that  the  Government  or  medi- 
cal field  could  give  in  regard  to  Huntington's  disease. 

I am  deeply  concerned  especially  where  it  is  a hereditary 
disease . 


2-832 


Boston,  Massachusetts 


October  1,  1976 


MS . BARBARA  COATES 

WEST  CHESTER,  PENNSYLVANIA  SEPTEMBER  23,  1976 


Have  recently  become  acquainted  with  a young  man  afflicted 
with  HD,  may  I urge  you  to  consider  some  program  to  assist 
the  unfortunate  persons  who  inherit  this  d/sease.  Frequently 
they  lose  their  means  for  earning  a living  because  of  the  disease's 
impairments . 

People  often  do  not  understand  the  symptoms  of  this  d/sease 
and  shun  those  who  may  slur  their  words,  stumble  and  are  conse- 
quently labeled  as  drunks. 

The  public  needs  to  be  educated  and  research  should  be  funded 
and  work  programs  initiated  for  those  afflicted. 

Any  consideration  given  this  letter  will  have  far  reaching 
effects  I am  sure. 


2-833 


Boston,  Massachusetts 


October  1,  1976 


LOUISE  COLEMAN 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  29,  1976 


I am  writing  to  ask  that  something  be  done  to  help  vic- 
tims of  Huntington's  Disease  and  their  families. 

Also,  I think  that  a grant  of  some  kind  should  be  appro- 
priated for  research  on  this  disease  as  it  is  crippling 
family  after  family. 

I know  a family  who  is  finding  it  very  hard  to  get  along, 
as  the  father  has  had  this  disease  for  several  years,  also  his 
three  brothers.  His  wife  has  to  work  and  her  small  salary  and 
the  little  disability  her  husband  receives  is  inadequate. 

I'm  sure  any  help  these  families  could  receive  would  be 
greatly  appreciated  and  any  research  in  the  future  would  raise 
their  hopes  for  a cure  for  the  young  ones  to  come  in  the  fut- 
ure . 


2-834 


Boston,  Massachusetts 


October  1,  1976 


JEAN  CLINTON  COMISKEY 

E.  PEPPERELL,  MASSACHUSETTS  SEPTEMBER  17,  1976 


I am  a 48  year  old  homemaker,  mother  of  five  — at  risk  -- 
to  Huntington's  Disease.  My  father  had  H.D.  and  my  brother 
has  it  now. 

My  childhood  was  spent  seeing  aunts  and  uncles  who 
appeared  to  be  "drunk"  constantly.  My  father  was  one  of 
thirteen  children.  Nine  siblings  inherited  this  dread 
disease,  one  died  in  her  teens,  so  we'll  never  know  if  she 
would  have  suffered  also. 

Our  home  life  was  miserable  — my  mother  worked  all  of 
her  life  supporting  our  family  with  no  hope  at  all.  My  bro- 
ther, sister  and  I hesitated  bringing  friends  home  — never 
knowing  if  my  father  would  erupt,  start  a fight,  swear, 
embarrass  my  mother,  or  friends  all  because  he  could  not  help 
himself  --  nor  could  we  help  him,  as  this  sickness  was  such 
a deep  dark  secret  --  a disgrace  — not  to  be  spoken  of. 

At  17  years  of  age,  I learned  the  name  of  this  malady, 
Huntington's  Disease.  In  1946  I went  to  Harvard  Medical 
School's  Library  only  to  find  approximately  one  inch  of 
print  regarding  it.  Doctors  I spoke  with  didn't  recognize 
the  name.  It  seemed  so  hopeless. 

Great  progress  has  been  made  --  the  disease  has  been 
brought  out  into  the  open  --  victims  need  not  wait  till  dark- 
ness to  venture  out  for  a breath  of  fresh  air,  lest  neighbors 
laugh  and  jeer  at  them.  This  giant  step  is  due  to  the  under- 
standing efforts  of  Marjorie  Guthrie,  a truly  compassionate 
and  courageous  woman  (not  unlike  my  own  mother) , who  loved, 
lived  with  and  suffered  with  an  H.D.  victim.  Now  she 
anxiously  awaits  the  future  of  her  own  children.  Do  they 
have  the  dreaded  genes? 

So  here  we  are  in  1976,  this  great  county  put  men  on  the 
moon,  the  Viking  on  Mars,  and  our  people,  the  flesh  and  blood, 
that  make  our  country  great  stand  second  to  rockets,  machinery 
and  violent  weapons.  Why???? 

In  the  name  of  God,  I beg  this  Committee,  made  up  of 
brothers  and  sisters,  please  reach  out  to  help  all  mankind 
conquer  Huntington's  Disease  in  every  country  of  the  world. 


2-835 


Boston,  Massachusetts 


October  1,  1976 


MRS.  ALBERTA  COUGHLAN 

MASSACHUSETTS  SEPTEMBER  23,  1976 


I am  the  wife  of  an  H.D.  patient  who  is  confined  at  the 
Brockton  V.A.  hospital. 

Approximately  15  or  16  years  ago  I was  notified  by  my 
husband's  place  of  employment  that  he  was  becoming  careless 
and  accident  prone  in  his  work.  He  worked  with  fire  and  hot 
glass  and  after  many  years  without  an  accident  he  began  fall- 
ing, dropping  hot  fluorescent  tubes,  getting  cut  and  burned 
severely  at  times.  He  refused  to  be  examined  by  a doctor 
until  he  became  ill  with  a virus  and  I threatened  to  leave 
him  unless  he  let  me  take  him  to  a doctor. 

At  this  time  my  family  physician  was  away  on  vacation 
so  I took  him  to  the  doctor  who  was  covering  for  my  doctor. 
During  the  routine  physical  he  noticed  neurological  signs 
such  as  dragging  one  foot  and  limping  as  he  walked,  unsteady 
gait  and  a stare. 

Alone  in  his  office  he  inquired  of  me  as  to  what  neuro- 
logical disease  my  husband  was  afflicted.  He  informed  me  he 
would  like  to  have  a consultation  with  a neurologist  and  I 
informed  him  of  my  husband's  feelings  concerning  doctors. 
Together  we  finally  convinced  my  husband  to  see  a neurologist. 
After  as  much  history  was  obtained  as  possible  and  series 
of  tests  were  done,  a diagnosis  of  H.D.  was  confirmed  by  the 
neurologist . 

My  husband  and  especially  his  family  would  not  accept 
the  diagnosis.  His  family  would  not  have  anything  to  do  with 
me  as  they  insisted  that  I was  trying  to  get  rid  of  him  and 
that  I was  a neurotic. 

As  his  condition  progressed  he  was  relieved  of  his  duties 
at  work. 

Even  though  my  husband  had  been  employed  for  22  years, 
the  shop  would  not  give  him  a pension  because  he  was  under 
50  years  of  age.  It  took  approximately  one  year  before  he 
received  any  disability  checks.  As  we  had  recently  bought 
a home  and  had  many  medical  bills  because  of  our  sickly  son, 

I took  a second  job.  Due  to  my  ill  health  I had  to  quit  one 


2-836 


Boston,  Massachusetts 


October  1,  1976 


of  the  jobs  and  in  so  doing  we  were  unable  to  meet  our  mort- 
gage payments,  pay  our  other  bills  and  buy  food  and  clothing. 
Consequently,  we  had  to  sell  our  house  at  a loss  and  move 
to  an  apartment.  Consequently,  our  family  life  became  un- 
bearable. There  was  much  tension  and  arguments  at  home 
which  affected  our  son.  As  my  husband's  illness  progressed 
rapidly,  he  became  forgetful  and  belligerent  with  my  son  and 
I.  He  was  the  cause  of  a fire  in  our  house  just  before  we 
sold  it  and  one  a week  after  we  moved  into  the  apartment. 

Thank  God  for  the  most  wonderful  and  understanding  landlord. 

At  this  time  the  neurologist  recommended  that  I place 
him  in  an  institution.  I applied  to  the  VA  with  the  help 
of  the  physician  and  was  later  notified  the  only  place  avail- 
able at  this  time  for  his  illness  was  the  VA  hospital  in 
Augusta,  Maine.  I was  not  in  favor  of  sending  him  this  far 
but  due  to  the  circumstances  such  as  I had  to  work  every  day 
and  I could  no  longer  trust  him  alone  at  home  I consented 
to  his  hospitalization.  Also  my  son  was  becoming  very  ner- 
vous and  unhappy.  My  profession  consists  of  working  every 
other  weekend  so  on  the  opposite  weekend  my  son  and  I would 
make  the  4-1/2  hour  each  way  trip  to  Maine  to  spend  a couple 
of  hours  with  my  husband.  In  the  meantime  I had  a meeting 
with  Senator  Pastore  and  told  him  my  problem.  A 
year  later  my  husband  was  transferred  to  the  Bristol  VA 
hospital  which  made  it  easier  for  us  to  s'ee  him  more  frequent- 
ly. He  resided  here  until  he  became  unmanageable  and  they 
then  transferred  him  to  the  Brockton  VA  Hospital  where  he 
now  resides. 

I am  very  happy  to  have  been  able  to  write  this  letter 
in  hopes  that  it  may  help  someone  else  avoid  the  heartaches 
we  had  to  endure.  My  son  is  now  a career  man  in  the  Marine 
Corps  and  was  recently  married  to  a wonderful  (daughter)  as 
I call  her,  for  she  is  the  most  wonderful  girl  in  the  world. 

God  has  been  good  to  me  in  many  ways  and  I only  pray 
each  day  to  him  that  he  will  spare  my  son  from  the  disease 
my  husband  has  been  afflicted  with  all  these  years.  Thank 
you  kindly. 


2-837 


Boston,  Massachusetts 


October  1,  1976 


KEVIN  DENEHY 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  7,  1976 


I am  a friend  of  a family  afflicted  with  Huntington's 
chorea.  They  find  a very  hard  time  to  make  ends  meet  on  what 
very  little  money  they  have.  The  spouse  has  to  work  to  make 
ends  meet,  leaving  the  husband  and  children  home  alone  to 
fend  for  themselves.  I personally  think  if  they  could  get  a 
little  more  to  live  on,  it  would  be  a lot  easier  on  the 
family.  There  must  be  some  program  that  people  in  this  un- 
fortunate circumstance  can  fall  back  on. 

Thank  you. 


2-838 


Boston,  Massachusetts 


October  1,  1976 


MRS.  ANN  DIDOMENICI 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  29,  1976 


Just  a few  lines  about  some  friends  of  mine,  the  Bru- 
nings.  Harold  has  Huntington's  disease.  The  Brunings 
have  three  children,  two  of  them  are  married  and  the  third 
is  a young  ten  year  old  boy.  Monica  Bruning,  Harold's  wife, 
has  to  work  every  day  and  is  very  much  concerned  about  leav- 
ing her  husband  and  son  on  their  own  with  no  one  to  look 
after  them.  Mrs.  Bruning  sees  no  other  alternatives  as  she 
desperately  needs  the  money  she  makes  working  to  help  her 
family.  Monica,  that  is  Mrs.  Bruning,  also  has  the  constant 
worry  of  her  young  son,  Harvey,  coming  down  with  Huntington's 
disease . 

I am  sure  that  Mrs.  Bruning  and  her  family  would  greatly 
appreciate  any  and  all  the  help  they  could  get  as  far  as 
Huntington's  disease  is  concerned.  Not  only  the  Bruning 
family  but  all  those  families  with  a spouse  or  Mother,  sis- 
ter or  brother  with  this  horrible  disease. 

P.S.  We  the  concerned  are  all  hoping  and  praying  that  some 
day  someone  will  find  a cure  for  this  dreadful  disease. 


2-839 


Boston,  Massachusetts 


October  1,  1976 


MRS.  GERMAINE  DUFOUR 

MASSACHUSETTS  AUGUST  28,  1976 


Our  son,  who  is  an  adopted  child,  is  now  24  years  old. 

He  was  tentatively  diagnosed  as  having  H.D.  around  the  age 
of  17  at  the  Boston  Children's  Hospital.  There  was  no  com- 
plete certainty  at  time  because  of  lack  of  family  background. 
We  had  him  in  for  neurological  testing  because  of  a gradual 
decrease  in  his  motor  reactions.  When  he  was  19-3/4  he  deve- 
loped schizoid  and  paranoic  symptoms,  at  times  appeared  cata- 
tonic, he  would  walk  for  miles  without  looking  anywhere  but 
straight  ahead.  When  the  mental  aberrations  became  very 
severe  within  a week  to  ten  days  we  tried  to  have  him  hospi- 
talized. Impossible  to  get  proper  care  or  advice  since  his 
doctor  was  on  vacation,  and  we  lived  in  Chelmsford  at  that 
time,  we  were  very  much  afraid  to  transport  him  because  of 
his  erratic  behavior.  He  would  disrobe  or  just  run  out  and 
trot  at  a gallop  to  anywhere.  He  suspected  everyone  of  try- 
ing to  harm  him.  Finally  things  got  so  unbearable  we  finally 
were  able  to  get  him  in  the  Lowell  Mental  Health  Center  where 
they  started  him  on  Thorazine.  That  calmed  him  enough  so 
that  we  were  able  to  bring  him  there  for  day  care.  It  was 
not  the  place  for  him  or  any  H.D.  patient.  There  isn't  any 
attempt  to  calm  their  fears  or  horrors  especially  in  his  case 
He  had  no  idea  of  what  was  ravaging  a once  healthy  and  beauti 
ful  child.  We  were  advised  by  his  doctors  not  to  tell  him. 

A mistake  I have  felt  since.  Just  before  his  20th  birthday 
he  became  uncontrollable  again  and  of  course  no  recourse  was 
available.  The  doctors  at  the  Mental  Health  Center  felt  he 
didn't  belong  there  or  in  a mental  institution,  but  could 
not  recommend  anyplace.  Finally  we  told  our  parish  priest 
who  happened  to  be  friendly  with  the  administrator  of  Tewks- 
bury Hospital  and  was  able  to  have  Paul  admitted.  We  were 
told  by  Paul's  physician  at  the  time, this  was  June  1972,  that 
our  son  would  not  know  us  by  Xmas  of  1972.  Well  it  has  been 
four  years  and  he  still  knows  us.  His  speech  is  gone,  his 
movements  are  awkward,  he  is  unable  to  walk,  he  has  had  pneu- 
monia twice  in  the  last  six  months  with  a fever  of  107®  for 
ten  days.  God  alone  knows  how  he  survived.  Now  he  is  suf- 
fering from  stones  and  kidney  infections.  The  care  has  been 
good  as  far  as  sustaining,  but  there  has  been  no  attempt  to 
forestall  any  of  the  above  with  therapy  since  there  really 
isn't  a neurosurgeon  caring  for  him. 


2-840 


Boston,  Massachusetts 


October  1,  1976 


Previous  to  his  disease  fully  surfacing  we  had  him  in 
to  Peter  Bent  in  Boston  where  he  underwent  all  kinds  of 
neurological  testing  plus  an  experiment  with  L-Dopa,  which 
accomplished  nothing.  This  was  done  under  the  recommenda- 
tions of  Children's  Hospital  after  they  had  exhausted  all 
avenues.  At  the  onset  of  his  disease  when  he  was  about  15 
or  16  years,  he  had  psychiatric  care  for  a year  or  more  be- 
cause he  had  become  withdrawn.  It  helped  him  at  the  time. 
Previous  to  all  of  this,  he  had  problems  with  osteochonditis 
since  the  age  of  twelve  requiring  four  operations  on  his 
left  knee,  which  have  left  him  slightly  lame.  The  strange 
thing  is  that  his  left  side  seems  to  be  more  greatly  affect- 
ed than  his  right  side. 

Fortunately  for  us  we  had  Master  Medical  with  BC/BS 
and  they  agreed  to  keep  him  under  coverage  until  he  was 
21  and  the  state  took  over  his  care. 

My  one  greatest  disappointment  was  with  Boston  Child- 
ren's Hospital.  We  were  assured  by  Paul's  physician  that 
when  the  need  arose  they  would  care  for  him  or  see  to  his 
placement.  None  of  which  they  did,  no  help  whatsoever 
except  to  send  Paul's  files  to  Tewksbury  when  they  requested 
them.  I feel  that  the  physician  failed  him  and  us  when  we 
needed  him  most. 

Emotionally,  my  husband  and  I as  well  as  our  adopted 
daughter,  no  blood  relative  to  Paul,  have  been  drained.  I 
did  not  accept  the  prognosis  until  this  past  year,  feeling 
it  was  a hidden  tumor.  Unfortunately  for  Paul  it  wasn't. 

We  find  it  difficult  to  see  the  slow  destruction  of  one  we 
dearly  love  especially  with  his  mental  condition.  He  hallu- 
cinates very  often,  happy  at  times,  fearful  at  other  times. 
Those  moments  are  the  most  tearing  since  we  are  helpless 
and  cannot  help  him  except  to  try  to  reassure  him  and  show 
him  our  love. 

Hope  there  is  something  helpful  to  you  in  this  letter. 
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At  about  age  forty.  Dr.  Dyhrberg  began  having  trouble 
sleeping,  felt  extremely  tense  and  felt  as  if  his  toes  were 
curling  up  inside  his  shoes,  especially  while  seeing  patients 
in  the  office.  He  consulted  a local  internist  who  felt  he  was 
under  too  much  pressure  from  his  practice.  He  was  placed  on 
Librium,  then  Serax  and  Placidyl  for  sleep.  None  of  these 
seemed  to  relieve  the  symptoms.  He  began  running  into  door 
jams  and  furniture  corners,  slamming  the  door  as  if  in  anger, 
had  trouble  carrying  a cupful  of  liquid,  and  developed  a change 
in  gait.  Always  a calm,  controlled  person,  he  became  irritable 
in  private,  though  controlled  it  with  the  family  and  in  his 
practice.  He  was  advised  to  take  a month's  vacation  and  extra 
time  off  regularly  during  the  balance  of  the  year.  None  of  these 
measures  helped;  in  fact,  he  became  progressively  worse.  On 
being  urged  to  do  so  by  his  wife,  the  internist  referred  Dr. 
Dyhrberg  to  a neurologist  who  could  elicit  no  objective  symptoms. 
This  is  not  a criticism  of  these  well  qualified  physicians. 

It  is  to  point  out  the  time  that  may  elapse  before  an  H.D. 
patient  may  be  correctly  diagnosed. 

Ten  years  from  the  onset,  at  age  50,  Dr.  Dyhrberg  admitted 
himself  to  the  New  England  Medical  Center  in  Boston  for  psychia- 
tric evaluation.  By  this  time  the  community  was  talking  of  his 
having  a drinking  habit,  taking  drugs,  or  having  multiple  sclero- 
sis, none  of  which  were  true.  At  the  New  England  Medical  Center 
a diagnosis  of  H.D.  was  made  and  Dr.  Dyhrberg  was  referred  to  a 
neurologist  in  the  Portland,  Maine  area.  He  continued  his  pri- 
vate practice  for  six  months,  then  took  a job  with  the  Job  Corps, 
where  he  was  able  to  continue  for  six  months. 

In  January,  1974  Dr.  Dyhrberg  entered  the  Veterans'  Admini- 
stration Hospital  in  Boston,  Massachusetts  to  participate  in  a 
research  program  and  in  January,  1976  he  went  to  M.I.T.  to 
participate  in  another  study.  I feel  that  Dr.  Dyhrberg  has 
probably  had  as  good  care  as  anyone  could  receive  under  the 
present  circumstances.  Being  a physician  and  the  cooperative 
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person  he  is,  with  an  interest  in  assisting  where  possible  to 
advance  medical  knowledge,  certainly  prompted  interest  in  his 
welfare  by  others.  However,  I must  say  that  of  all  the  medical 
personnel  with  whom  we  have  been  involved,  none  has  taken  time 
to  explain  what  one  may  expect  in  the  future  for  the  patient  or 
the  family.  One  doctor  did  suggest  over  the  phone  that  our 
children  should  not  have  children,  a subject  which  certainly 
deserved  a personal  consultation  in  depth.  No  one  has  suggested 
genetic  counseling,  no  one  has  advised  us  as  to  where  educational 
material  can  be  found,  or  that  we  might  benefit  from  it. 

We  have  been  fortunate  in  being  financially  secure.  I can- 
not imagine  the  pressures  present  in  homes  where  the  afflicted 
person  must  spend  day  after  day  by  himself/herself  in  an  emo- 
tionally unstable  condition  with  the  spouse  having  the  burden 
of  financial  worries  in  addition  to  the  unusual  stress  at  home. 

H.D.  makes  an  impact  on  every  member  of  the  family.  The 
patient  is  miserable,  fearful  of  what  is  to  be  his  ultimate 
condition,  has  feelings  of  guilt,  frustration  at  his  physical 
and  mental  deterioration  of  which  he  is  well  aware,  and  wishes 
to  withdraw  from  society.  The  other  members  of  the  family  have 
the  grief  of  seeing  a loved  one  deteriorating  and  developing 
personality  changes.  They  must  be  able  to  accept  increasing 
incidents  of  dishes  dropped,  doors  slammed,  unpleasant  eating 
conduct,  being  bumped  into  constantly  and  must  attempt  to  act 
as  if  there  is  nothing  out  of  the  ordinary  for  the  benefit  of 
the  patient  because  stress  and  friction  only  intensify  the 
problems . 

Because  of  the  patient's  withdrawal  from  society,  you  must 
take  them  to  unfamiliar  places  in  the  community  to  shop  so 
that  they  will  not  meet  anyone  they  know.  Or  if  they  conquer 
that  feeling,  you  must  watch  the  shopping  cart  to  prevent  a 
canned  goods  display,  another  shopper,  or  yourself  from  being 
run  down.  You  must  be  able  to  stand  the  inquisitive  observa- 
tions of  others,  while  wanting  to  scream,  "You  don't  understand 
what  he  was,  or  how  good  a person  he  is  and  that  he  doesn't 
deserve  to  be  stared  at."  You  must  accept  that  to  give  him 
as  normal  and  rich  a life  as  possible,  you  must  take  the  risk 
of  having  others  see  his  deteriorating  eating  habits  in  restau- 
rants. Fortunately,  we  have  a close  family  and  our  four  boys 
have  been  more  than  supportive  and  able  to  continue  an  established 
relationship.  We  rarely  raise  the  matter  of  their  being  at  risk, 
a burden  that  I know  lives  with  them  and  their  wives  every  minute 
and  is  a source  of  real  grief  for  their  parents.  I tell  myself 
there  are  many  serious  maladies  and  that  most  everyone  has  some- 
thing to  bear,  but  the  spectre  which  hangs  over  each  of  our 
children  makes  this  a particularly  heavy  burden  for  us. 


2-843 


Boston,  Massachusetts 


October  1,  1976 


We  plead  for  any  help  you  can  offer.  There  must  be 
research,  and  I stress  the  great  need  for  more  information 
being  made  available  to  physicians,  counselors  and  to  the 
families  giving  them  a greater  source  for  understanding  and 
coping  with  this  disease. 

There  should  also  be  some  means  of  contacting  and  follow- 
ing families  of  H.D.  to  keep  them  informed  and  educated  as  to 
the  implications  and  advances  and  perhaps  prevent  some  of  the 
family  tragedies  in  the  future. 
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ROBERTA  EICOFF 


SEPTEMBER  17,  1976 


No  words  and  no  letters  can  tell  of  the  torturous  suf- 
fering that  H.D.  or  the  fear  of  H.D.  brings.  I secretly  watch 
every  little  ordinary  shake  in  my  father's  body  thinking,  "Can 
this  be  it?"  because  I've  seen  what  this  disease  can  do  to  a 
family--even  the  ones  not  directly  affected. 

We  needs  funds  and  support  to  stop  it.  Please  help  us  in 
any  way.  A life  is  too  precious  to  waste.  I've  seen  what  funds 
could  do  for  polio.  Too  bad  it  came  two  years  after  I got  it. 

Thank  you  in  advance  for  your  support. 
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ALBERT  C.  ENGLAND,  JR.,  M.D. 

BOSTON,  MASSACHUSETTS  SEPTEMBER  28,  1976 


I am  pleased  to  make  a statement  for  the  Committee 
to  Combat  Huntington's  Disease  in  connection  with  their 
hearings  on  October  1,1976  in  the  John  Kennedy  Building. 

As  a physician  interested  in  Huntington's  Chorea,  I 
have  been  impressed  by  the  age  old  paradox  of  this  condi- 
tion. Namely,  that  the  patients  with  Huntington's 
Chorea  have  procreated  before  they  become  convinced  of 
their  own  involvement  in  it.  Therefore,  by  the  time  the 
patient  gets  the  condition,  he  already  has  a row  of  off- 
spring already  tainted  with  the  heredity  which  is  so 
deadly.  For  instance,  several  years  ago,  one  such  patient 
with  a striking  history,  already  had  nine  children.  I 
had  to  deal  with  the  anguish  of  several  of  these  as  they 
came  to  wrestle  with  what  their  mother  had  given  them  al- 
though they  were  all  well  in  their  early  twenties.  The 
commission  in  my  opinion  should  give  high  priority  to 
case  finding  and  public  awareness  of  the  disease.  I 
suppose  widespread  publicity  efforts  in  the  lay  media  or 
television  would  succeed  only  in  alarming  endless  numbers 
of  people . What  v/e  want  is  a more  acute  case  finding 
study,  such  as  v/as  done  many  years  ago  and  is  continuing 
in  the  case  of  tuberculosis. 

Thus,  the  thrust  of  the  case  finding  program  should 
be  brought  to  bear  on  the  physicians,  social  workers  and 
those  people  dealing  with  Huntington's  Chorea.  In  my 
case,  mentioned  above,  she  had  had  a not  inconsiderable 
number  of  relatives  in  mental  hospitals  in  Massachusetts, 
New  Hampshire  and  Vermont.  Either  the  condition  was  not 
recognised  by  the  physicians  of  these  institutions  or  be- 
cause of  apathy,  etc.,  they  did  not  follow  up  and  locate 
carriers  of  the  condition.  Therefore,  I know  of  at  least 
eight  young  people  in  this  family  who  will  have  to  be 
tl^oughly  studied  and  followed  up.  If  other  pysicians 
had  done  their  work,  why,  this  might  not  have  been 
necessary. 
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The  commission  might  be  able  to  provide  social  ser- 
vice, financial  support  for  some  of  these  people  who  of 
course,  should  be  encouraged  to  lead  normal  lives  as  far 
as  possible,  with  the  exception  of  procreation.  For 
instance,  artificial  insemination  or  adoption  C(^ld  be 
arrajiged  for  them  free  of  charge  so  the  fact  that  they 
could  not  have  their  own  children  could,  at  least,  in 
some  measure  ameliorated  and  possibly  become  less  ob- 
vious to  their  friends  and  associates. 

I have  followed  the  biochemical  work  in  connection 
with  Huntington's  Chorea  with  keen  interest  and  have 
tried  such  drugs  as  Haloperidol  with  my  patients  as  these 
drugs  were  available.  I certainly  am  not  in  the  position 
to  speak  for  biochemical  research  in  this  field,  but  it 
is  obvious  there  is  a highly  important  field  to  work  in 
and  should  be  liberally  supported  by  foundations  and  public 
interests  as  a very  promising  part  of  brain  neurochemistry 
v/ith  varied  potential  practical  applications. 

If  you  on  the  commission  feel  it  would  be  worthwhile 
for  me  to  present  my  ideas  in  person  with  the  committe, 
please  do  not  hesitate  to  call  on  me. 


2-847 


Boston,  Massachusetts 


October  1,  1976 


LELAND  C.  ERNEST 

WOLLASTON,  MASSACHUSETTS  SEPTEMBER  30,  1976 


My  wife  has  Huntingtons  Disease  which  was  diagnosed  about 
three  years  ago. 

Our  present  problem  is  that  of  keeping  the  home  in  order. 
My  wife  still  tries  to  do  some  cooking  and  laundry  but 
spills  things  and  is  unable  make  corrections.  We  have  two 
children  ages  11  and  12  but  I do  not  feel  that  it  would 
be  fair  to  them  to  have  to  assume  the  housekeeping 
responsibility  at  this  point. 

The  anticipated  problem  is  that  of  nursing  care  when  my 
wife  is  no  longer  able  to  feed  herself  etc. 
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CATHY  FISCHER 


SEPTEMBER  16,  1976 


I am  a homemaker,  age  27,  and  married  to  a man  whose 
mother  has  been  stricken  with  Huntington's  disease.  It  was 
a shock  for  us  to  find  out  that  Huntington's  disease  is  hered- 
itary, and  that  there  is  no  cure.  How  do  you  live  with  that 
hanging  over  you  and  your  family  every  day  of  your  life? 

My  husband  keeps  right  on  going,  trying  to  earn  money  in 
his  own  way,  to  help  with  Huntington's.  The  pressure  he  is 
under  is  unbelievable,  never  knowing  when  and  if  the  disease 
will  strike  him.  There  is  little  I can  do  to  help  him,  except 
to  be  there  and  try  to  make  things  go  on  as  normally  as  possi- 
ble . 


It  is  not  easy.  How  do  we  tell  our  children  there  is  no 
cure  to  this  killer?  What  do  they  do?  We  try  to  fight  depres- 
sion that  we  go  through  every  now  and  then.  It  is  hoping  and 
praying  for  a cure  in  the  future  that  keeps  us  going.  We  need 
all  the  help  and  support  we  can  get.  We  need  people  caring  and 
willing  to  help  with  families  that  have  to  deal  with  Huntington's 
in  their  lives. 

My  mother-in-law  contacted  Huntington's  in  her  early 
forties.  She  was  a hard  working  person,  owned  and  operated 
a restaurant  with  her  husband  for  many  years.  She  was  a very 
happy  and  warm  person  until  that  awful  day  when  she  started  to 
show  signs  of  Huntington's.  She  was  arrested  one  day  for  drunken 
driving  (the  woman  who  never  had  a drink  in  her  life)  because 
of  the  disease  and  people  not  knowing  anything  about  it.  SADl 

She  traveled  from  doctor  to  doctor,  not  one  of  them  know- 
ing what  she  had,  falling  apart  more  each  day.  She  finally  was 
told  that  she  had  Huntington's  and  that  there  was  no  help  nor 
cure  for  her.  Eventually  she  was  unable  to  stay  at  home  because 
of  her  rapidly  failing  health  caused  by  the  disease. 

I called  many  nursing  homes,  but  not  one  would  take  her. 

Due  to  the  fact  that  she  was  self-employed,  she  was  unable  to 
collect  Social  Security  to  assist  her.  Finally  she  was  sent 
to  Foxboro  State  Mental  Hospital,  a place  where  she  did  not 
belong.  After  six  years  of  living  her  life  at  the  state  hos- 
pital, they  closed  down.  We  were  faced  with  trying  to  find  a 
place  for  her  once  again.  Calling  all  the  areas  around  us, 
but  being  turned  down  time  and  time  again,  we  finally  found  a 
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nursing  home  that  would  give  her  a try.  She  lasted  there  fc.- 
one  and  one-half  years,  only  to  have  them  call  us  to  say  that 
they  could  no  longer  keep  her.  She  is  now  at  Rutland  State 
Hospital.  After  many  years  of  being  moved  from  place  to  place, 
she  is  finally  being  taken  care  of. 

A woman  that  gave  so  much  to  the  community,  now  in  her 
time  of  need  received  nothing  in  return.  Her  life  ended  at 
forty.  She  is  now  sixty  years  old  and  a vegetable.  I often 
ask  myself  what  was  going  on  in  this  poor  woman's  head  while 
she  was  being  moved  around  like  a nobody.  Put  yourself  in  her 
place  and  try  to  feel  the  horrors  and  sadness. 

They  say  life  begins  at  forty,  but  her  life  ended  at  forty. 
I ask  myself,  "Why?  Where  do  we  go?  What  can  we  do?"  Our 
hands  are  tied  until  we  get  anough  money  and  support  to  do 
something.  We  cannot  do  it  alone. 

We  live  with  the  hope  that  before  our  children  have  to  be 
faced  with  this  horrible  disease  that  they  will  be  helped  and 
there  will  be  a cure  for  them. 
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ROBERT  L.  FISCHER 


SEPTEMBER  16,  1976 


I am  fifty-eight  years  old  and  my  occupation  is  a chef. 
I have  been  in  the  restaurant  business  for  40  years. 

After  serving  four  years  in  the  South  Pacific  in  World 
War  II  I had  malaria  14  times. 

I opened  a restaurant  and  was  self-employed  for  18 
years.  I married  a beautiful  girl  and  was  very  happily 
married  for  20  years.  We  had  a son  and  were  very  happy. 
Little  did  we  know  what  was  in  store  for  us. 

Our  son  was  about  five  years  old  when  my  wife  started 
acting  a little  strange.  The  doctor  told  me  it  was  a sort 
of  nervous  problem  and  we  would  see  things  get  worse.  We 
hadn't  heard  of  Huntington's  Disease  then. 

Gradually  my  poor  wife  got  worse  and  after  taking  her 
to  many,  many  doctors  and  specialists  at  St.  Elizabeth  hos- 
pital in  Brighton,  I received  the  sad  news  that  my  lovely 
wife  has  a disease  that  is  incurable  and  to  add  to  that 
it  is  very  highly  hereditary. 

Luckily  I only  had  one  child  because  if  I had  two 
or  more  definitely  at  the  age  of  35  or  around  there  one 
would  definitely  have  this  terrible  disease.  The  disease 
that  gradually  gets  worse  with  hand  and  leg  movements, 
affecting  the  speech  and  the  mind. 

I had  to  put  her  in  a rest  home  and  after  two  weeks 
they  made  me  take  her  out.  Her  reflexes  were  bad  and  her 
arms  would  come  up  and  knock  some  elderly  person  over. 

From  then  on  it  was  a matter  of  one  nursing  home  after 
another  until  finally  the  poor  girl  had  to  be  sent  to  a 
state  mental  hospital. 

Her  mother  died  in  a state  hospital  and  now  my  lovely 
wife  is  living  in  a bed,  nothing  can  be  done  to  help  her. 

All  that  I can  think  of  is  that  my  son  who  is  now 
married  with  two  beautiful  children  can  God  forbid  be  the 
same  way  in  a few  more  years.  They  say  that  they  are  work- 
ing on  a cure  or  something  to  arrest  the  disease. 
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I hope  and  pray  to  God  that  they  do. 

I understand  the  Committee  to  Fight  Huntington's  Disease 
is  working  very  hard  and  this  I appreciate  very  much.  But 
we  need  much  more  help  and  money  to  help  combat  this  terrible 
disease.  Thank  you  for  taking  the  time  to  read  this  letter 
and  I hope  in  some  small  way  I have  helped  to  get  more  aid. 
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ROBERT  L.  FISCHER,  JR. 


SEPTEMBER  16,  1976 


I cun  a twenty- seven-year-old  male  whose  mother  has 
Huntington's  disease.  I am  employed  as  a supervisor  of  foods 
for  a large  supermarket  chain.  It  is  very  difficult  for  me 
to  write  this  letter  because  I will  admit  to  things  that  I 
find  very  difficult  to  speak  about. 

As  a spoiled  child  I hated  my  one  and  only  mother, 
because  she  was  different  from  the  other  mothers  I grew  up 
around.  She  never  felt  well,  and  we  argued  often.  I was  not 
the  only  one  who  felt  my  mother  was  different.  My  friends 
used  to  joke  and  make  fun  of  her  little  idiosyncrasies,  and 
we  all  had  a good  laugh.  We  did  not  understand. 

My  mother  in  the  early  stages  of  Huntington's  disease 
was  arrested  for  driving  under  the  influence.  The  tragedy 
was  that  she  never  touched  alcohol.  The  only  thing  that 
saved  her  that  day  was  that  my  father  knew  the  head  of 
police  in  the  town  where  she  was  arrested.  He  explained 
the  story,  which  allowed  her  released  into  my  custody.  They 
did  not  understand. 

I can  also  talk  of  the  beatings  with  the  broom  for  no 
reason,  caused  by  her  tremendous  frustrations  of  not  being 
able  to  communicate  with  her  son  as  a mother.  I did  not 
understand.  There  are  many  more  stories,  but  they  are  all 
related  with  the  early  stages  of  Huntington's  disease  with  my 
mother.  I can  understand  now,  but  it  is  much  too  late.  A 
guilty  conscience  is  a very  heavy  burden  to  live  with. 

The  stages  progressed  until  she  was  about  fifty-two  years 
old,  in  which  time  she  was  taken  in  a police  car  to  a mental 
institution  (Foxboro  State  Hospital) . Why?  Because  she  had 
Huntington's  disease,  a nervous  disorder.  She  did  not  under- 
stand. At  this  time,  my  father,  who  committed  her,  and  I had 
our  first  real  argument  because  I had  learned  something  about 
Huntington's  disease,  and  he  had  not.  He  did  not  understand. 
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While  my  mother  was  in  Foxboro  the  first  time,  I saw  and 
will  always  remember  things  that  I did  not  believe  existed. 

I imagined  a person  who  had  a nervous  disorder  and  was  not 
mentally  ill  did  not  understand  them  either.  I will  always 
remember  the  first  Valentine's  Day  I visited  my  mother  in 
Foxboro,  bringing  her  presents.  My  mother  had  established 
a tremendous  fear  that  people  were  stealing  from  her.  On 
that  Valentine's  Day  I brought  her  a two-pound  box  of  choco- 
lates, among  other  small  gifts.  I was  told  by  the  head  nurse, 
after  she  had  started  to  eat  the  chocolates,  to  please  take 
them  away  from  her  because  she  would  eat  the  whole  two-pound 
box.  I tried  and  failed,  and  at  this  time  the  nurse  asked  me 
if  I wanted  to  leave.  I declined,  and  asked  why.  Her  reply 
was  that  she  had  to  take  the  chocolates  away  from  my  mother. 

I told  her  that  I would  assist  her  in  getting  the  chocolates 
back.  As  I was  having  conversation  with  my  mother,  the  nurse 
grabbed  them  away  from  her,  in  which  time  she  and  approxi- 
mately ten  other  patients,  all  elderly  women,  harmlessly 
attacked  me.  I left  abruptly  and  vomited  for  approximately 
fifteen  minutes  in  the  parking  lot.  I came  home  and  spent  a 
half  hour  in  the  bathroom.  My  daughter,  now  five  years  old, 
did  not  understand. 

Some  years  later  my  wife  and  I tried  to  get  her  closer 
to  home  in  a nursing  home,  which  we  were  successful  at  after 
an  extended  period  of  time.  This  lasted  only  a year  and  a 
half,  in  which  time  she  became  a "Level  III"  (totally  unable 
to  care  for  herself) . At  this  time  they  told  us  she  would 
have  to  leave. 

My  wife  tried  some  twenty-eight  nursing  homes  in  the  area, 
to  no  avail.  She  was  sent  back  to  Foxboro.  My  wife  did  not 
understand. 

My  mother  stayed  at  Foxboro  for  only  two  months,  only  to 
be  moved  this  time  to  Rutland  Heights  Hospital,  where  she  is 
presently  a complete  vegetable.  She  does  not  understand. 

How  do  I feel?  I do  not  understand.  A man  who  has 
attained  everything  he  has  wanted  all  his  life  by  means  of 
hard  work,  dedication,  love,  and  God's  will.  I love  living 
and  believe  in  a good  time,  but  cannot  understand  a possi- 
bility that  I can  die  at  thirty-five  years  of  age.  It  is 
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hard  for  me  to  understand  why  I cannot  get  anywhere  with 
Huntington's  disease.  I have  raised  money,  have  had  exper- 
imental tests.  I would  do  anything.  I am  just  looking  for 
encouragement  from  someone  else. 

Do  you  know  what  it  is  like  working  for  the  future, 
building  a foundation  for  my  family,  and  having  the  fear  of 
possibly  not  enjoying  them?  Do  you  know  what  it  is  like 
taking  tests,  and  when  they  are  completed  having  the  fear 
that  some  doctor  is  possibly  going  to  tell  you  that  you  are 
dying  piece  by  piece?  Do  you  know  what  it  is  like  to  look  at 
a beautiful  five-year-old  girl  and  a handsome  sixteen-month- 
old  son,  knowing  that  all  the  anxieties  I try  to  face  will  be 
forced  upon  them? 

So  I have  asked  myself  many  times,  why  should  I plan 
for  the  future?  Just  enjoy  today  and  live  off  the  govern- 
ment until  I die.  But  if  I do  not  contract  Huntington ' s 
disease,  what  a horrible  waste. 

It  is  stated  in  the  Bible  that  "God  helps  those  that 
help  themselves,"  which  I have  tried  very  hard  to  do.  But 
as  a group,  those  of  Huntington's  disease  need  financial 
help. 


I consider  myself  a very  fortunate  man.  My  wife  and 
relatives  have  been  patient,  standing  by  me  in  my  times  of 
extreme  depression.  My  plea  does  not  go  out  only  for  myself, 
but  for  those  that  have  had  tragedies,  broken  families,  and 
success  stories  ruined  through  Huntington's  disease,  because 
they  do  not  understand. 

In  closing,  I would  like  to  thank  those  of  you  on  the 
Commission  for  reading  this  letter.  I hope  that  this  letter, 
among  many  others,  has  enlightened  you  to  the  financial  need 
for  the  Committee  to  Combat  Huntington's  Disease. 
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N.  WILLIAM  FRANK 

BRAINTREE,  MASSACHUSETTS  SEPTEMBER  22,  1976 


My  name  is  N.  William  Frank  and  I live  at  3A  Skyline 
Drive,  Braintree,  Mass.  I am  a member  of  a family  stricken 
with  H.D. 

I lost  2 brothers  and  a sister  all  at  65.  I now  have 
2 nephews  about  50  years  of  age  (one  an  M.D.)  suffering  from 
this  dread  disease. 

I have  watched  them  slowly  deteriorate  for  about  20 
years.  One  brother  had  to  be  fed  through  a tube  in  his 
stomach  as  his  throat  closed.  He  could  take  no  water 
through  his  mouth. 

None  of  them  could  communicate  as  the  muscles  of  their 
arms  and  tongue  could  not  help  them  write  or  convey  their 
message.  Many  times  one  brother  was  picked  up  for  drunken- 
ness when  he  was  falling  from  his  feet. 

One  had  to  see  them  to  believe  such  a terrible  tragedy. 

I believe  Arlo  Guthrie  was  a victim.  I have  a sister  now 
82  and  to  my  knowledge  very  ill  since  75,  who  has  been  diag- 
nosed as  having  H.D. 

One  nephew  has  had  to  give  up  his  work  and  works  as  a 
volunteer  in  the  Brockton  VA.  The  M.D. , only  God  knows  how 
long  he  will  be  able  to  continue. 

If  my  sister  didn't  show  that  she  had  H.D.  until  75  then 
all  of  us  have  this  worry.  I am  75. 

Please,  please  see  what  can  be  done  to  get  funds  for 
research  for  the  future  generations,  if  it  is  too  late  for 
the  present  ones.  (I  sure  hope  relief  is  on  its  way  for 
all .) 

Just  see  an  advanced  H.D.  victim  and  you  will  get  an 
idea  of  what  has  to  be  done.  I have  not  gone  into  what  it 
does  to  the  H.D.'s  immediate  family. 
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MRS.  MILDRED  B.  GROUT 
SHREWSBURY,  MASSACHUSETTS 


It  has  been  an  extremely  trying  experience  for  me  to 
write  this  material.  I trust  that  spelling  and  typographical 
errors  will  be  overlooked.  I could  not  possibly  retype  it. 

I am  a 71-year-old  retired  social  worker  who  is  the 
widow  of  a victim  of  Huntington's  disease.  I have  experienced 
the  heartache  of  seeing  three  generations  suffer  from  the 
affliction.  My  mother-in-law  wasted  away  without  the  illness 
ever  being  properly  diagnosed.  Currently,  my  three  stepsons 
(all  our  children)  are  under  treatment. 

I have  six  grandchildren,  all  of  whom  were  born  before 
the  family  was  aware  of  the  nature  of  its  genetic  heritage, 
as  if  they  defied  a fate  which  had  decreed  that  they  should 
not  have  children.  I also  have  two  great-grandchildren,  born 
because  two  of  my  granddaughters,  in  psychological  chaos  after 
their  father  became  ill,  welcomed  the  affection  given  them  by 
young  men  who  willingly  married  them  after  learning  they  were 
pregnant.  They  have  all  vowed  to  have  no  more  children.  A 
granddaugher  and  a grandson  have  married  but  say  they  will 
never  have  children.  A granddaughter  and  a grandson  have  said 
they  will  never  marry. 

All  of  my  grandchildren  are  healthy,  attractive,  outgoing 
individuals.  My  great-grandchildren  are  healthy,  happy  and 
altogether  adorable.  The  family  feels  they  all  have  the 
"Sword  of  Damocles"  hanging  over  them.  I and  their  parents 
are  very  sad  that  they  should  be  denied  a natural  fulfillment 
of  their  lives. 

There  is  need  for  so  much  research  to  find  alleviating 
treatment  for  those  of  our  family  who  are  already  afflicted, 
for  diagnosis  of  those  who  are  at  risk,  for  prevention  for  the 
young  and  for  determination  of  potential  illness  in  any  future 
pregnancies,  possibly  by  amniocentesis  or  other  means. 
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There  is  also  need  for  dissemination  of  the  facts  about 
the  problems  which  Huntington's  disease  creates  for  its 
victims  and  for  their  families.  General  practitioners, 
nurses,  social  workers,  psychiatrists  and  psychologists  must 
be  made  aware  of  not  only  the  medical  and  psychiatric  impli- 
cations but  of  the  day-to-day  social  problems  encountered 
during  the  long  years  which  the  disease  takes  before,  as 
things  now  stand,  inevitable  death  occurs.  I graduated  as  a 
nurse  and  worked  for  twenty  years  as  a social  worker  before 
I ever  heard  of  Huntington's  disease. 

Patients  and  families  need  genetic  counseling,  social 
work  counseling,  and  finally,  when  the  illness  reaches  its 
last  stages,  adequate  custodial  facilities. 

To  illustrate  some  of  the  heartbreaking  snags  which  we 
have  encountered,  I am  attaching  case  histories  of  my  family. 
While  dealing  with  my  husband's  problems,  I was  fortunate 
enough  to  be  working  in  a general  hospital  which  had  a psychi- 
atric outpatient  service.  The  doctors  with  whom  I worked 
were  most  helpful  and,  undoubtedly,  when  the  strain  was  too 
much  for  me,  admitted  my  husband  to  area  hospitals  because 
of  our  working  relationships  rather  than  because  he  really 
qualified  under  those  hospitals'  admission  policies. 

Very  fortunate  indeed  is  the  fact  that  my  three  sons  are 
war  veterans.  Two  of  them  served  in  World  War  II,  the 
youngest  one  in  Korea.  If  it  were  not  for  the  fine  program 
at  the  Boston  Veterans'  Administration  Hospital  we  would  most 
surely  be  in  a very  bad  state.  I shudder  to  think  of  the 
problems  families  must  face  when  they  do  not  have  either  of 
the  above  resources. 
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My  Mother-in-Law 

My  mother-in-law  was  a very  pretty,  friendly  woman  when 
I first  met  her.  She  was  then  44  years  old.  She  could  sing, 
play  the  piano,  cook  a great  meal  and  kept  a clean  house.  At 
about  age  58  she  began  to  be  forgetful,  crotchety  and  very 
dependent.  Her  house  would  have  been  a shambles  except  for 
my  father-in-law.  She  ordered  inordinately  large  quantities 
of  groceries,  leaving  perishables  to  spoil.  She  began  to 
lose  muscular  control,  spilled  things,  burned  herself  and 
tripped  on  rugs. 

Gradually,  she  came  to  need  more  care  than  my  father-in- 
law  could  give  her.  He  had  taken  her  to  a general  practition- 
er whose  diagnosis  was  Parkinson's  disease.  My  father-in-law 
tried  having  someone  to  come  in,  but  she  proved  to  be  too 
much  care  for  the  wages  he  could  pay.  He  finally  gave  up  his 
home  and  tried  living  with  her  in  someone  else's  home.  This, 
too,  did  not  work  out.  He  finally  placed  her  in  a nursing 
home  and  went  to  live  with  his  daughter. 

My  mother-in-law  had  2 or  3 hospital  admissions  after 
falls,  but  no  hospital  would  keep  her  longer  than  a few  days. 
She  died  in  1954  in  the  back  room  of  a nursing  home  (she  was 
so  emaciated  the  proprietor  did  not  want  other  patients  to 
see  her) . She  had  become  unable  to  eat  solid  food  because 
of  throat  muscle  problems,  and  she  had  no  specific  medication. 
She  was  68  years  old.  My  father-in-law,  then  75  years  old, 
had  continued  to  work  as  a bricklayer  to  be  able  to  pay  her 
board . 
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My  Husband 

My  husband  was  6 feet  tall,  muscular,  and,  I thought, 
quite  handsome.  His  best  weight  was  180  lbs.  He  loved 
people,  was  active  in  sports,  a good  worker  and,  above  all, 
a very  good  husband.  At  age  48  he  began  to  be  cross,  forget- 
ful, erratic  and  to  shun  people.  He  developed  a tic  on  the 
left  side  of  his  face.  He  seemed  to  age  rapidly.  His  hair 
went  completely  gray. 

As  his  mother  had  died  at  about  that  time,  a general 
practitioner  decided  his  problem  was  grief  and  overwork.  He 
advised  a vacation,  which  we  took  in  Florida.  He  returned 
home  more  relaxed.  The  tic  had  disappeared.  His  behavior 
was  still  erratic,  but  he  continued  able  to  work  as  an  ex- 
peditor in  a large  manufacturing  plant.  One  day  he  went  into 
a fugue  state  in  the  middle  of  the  machine  division.  His 
employers  were  kind  and  arranged  for  admission  to  the 
Brattleboro  Retreat  in  Vermont  (a  private  psychiatric 
facility) . A psychiatrist  to  whom  I had  taken  him  had 
diagnosed  Huntington's,  but  his  employer  wanted  corroboration. 
The  diagnosis  there  was  the  same.  During  this  period  I had 
been  searching  my  soul  to  determine  if  I had  failed  him  in 
any  way.  With  the  diagnosis  confirmed,  I had  to  face  up  to  a 
long,  difficult  period. 

There  followed  10  years  of  chaos  for  him  and  for  me. 

At  times,  he  was  kind  and  loving.  At  other  times  he  was 
impossible.  He  struck  me,  tripped  me,  burned  me  with  ciga- 
rettes, quarreled  about  inconsequentials , quarreled  with  my 
mother  who  lived  with  us  and  sometimes  struck  her.  He  was 
extremely  stubborn,  insisted  on  driving  the  car  until  we  had 
a near  fatal  accident  in  which  I suffered  a fractured  ver- 
tebra and  a broken  leg. 

At  his  most  upset  periods  he  was  hospitalized  through  the 
kindness  of  my  doctor  friends,  usually  after  he  had  fallen  or 
had  been  usually  abusive  to  me.  Finally,  I was  advised  to 
have  him  committed  to  the  Worcester  State  Hospital.  They 
kept  him  for  about  6 weeks  and  then  were  about  to  send  him  to 
a nursing  home.  I removed  him  from  that  hospital,  had  him 
admitted  to  the  hospital  where  I worked,  and  then  placed  him 


2-860 


lioston,  Massachusetts 


October  1,  1976 


in  a nursing  home  of  my  own  choosing.  He  remained  there  for 
about  a year.  They  kept  him,  I am  sure,  because  the  director 
had  a psychiatric  problem  in  her  own  family,  and  because  she 
was  a friend  of  mine.  There  was  a change  of  management  and 
my  husband  became  very  upset.  He  had  a quarrel  with  another 
patient,  pushing  the  man,  who  fell  and  broke  three  ribs.  I 
was  called  at  7 a.m.  one  day  and  told  to  remove  him  immedi- 
ately. Again,  my  doctor  friends  came  to  the  rescue  and  he 
was  admitted  to  the  Grafton  State  Hospital,  where  he  died  in 
1965  of  a coronary  occlusion.  He  had  been  there  only  6 weeks. 
The  day  he  went  there  he  said,  "This  is  a hell  of  a place  to 
take  me."  He  seemed  to  give  up  his  fight  to  live  after  that. 

I have  felt  he  died  of  a "broken  heart."  He  had  always  tried 
so  hard,  taking  his  medication  and  trying  to  control  his 
behavior.  He  was  tried  on  many  different  drugs,  each  of  which 
seemed  to  lose  their  effectiveness. 
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My  Eldest  Stepson 

My  eldest  stepson  was  born  in  1926.  He  grew  into  a fine- 
looking  man,  tall  and  athletic.  He  had  a quick  wit  and  was 
often  "the  life  of  the  party."  About  three  years  ago  we 
began  to  notice  a change  in  personality.  He  was  cross,  had 
a hesitancy  in  speech  and  an  inappropriate  sense  of  humor. 

His  children,  who  had  been  very  loving  toward  him,  began  to 
ridicule  him.  We  were  loathe  to  think  that  he  was  showing 
signs  of  his  father's  illness.  He  developed  a very  severe 
chest  cold  and  went  to  a GP.  The  doctor  said  he  could  cure 
his  cold,  but  that  he  should  be  seen  by  a neurologist.  The 
referral  was  made  and  admission  to  a general  hospital  arranged. 
There  our  worst  fears  were  confirmed.  He  had  Huntington's. 

He  returned  home  after  a week  and  his  behavior  continued 
to  worsen.  He  begged  to  be  returned  to  the  hospital.  He  was 
admitted  to  the  psychiatric  unit  of  the  same  general  hospital 
and  various  medications  were  tried.  He  again  returned  home. 
There  followed  several  bizarre  episodes  of  abusive  treatment 
of  his  wife  and  failures  on  his  job.  He  had  been  referred  to 
a psychiatrist  who  was  seeing  him  for  about  10  minutes  a 
week,  patting  him  on  the  back,  telling  him  to  go  home  and 
behave  himself,  and  charging  $25. 

Late  one  evening  he  quarreled  so  violently  with  his 
wife  that  he  was  on  the  point  of  killing  her.  His  children 
called  the  police.  Readmission  to  the  hospital  was  accom- 
plished. His  own  doctor  was  on  vacation.  Another  man  was 
assigned  to  treat  him.  This  doctor  called  my  daughter-in-law 
to  berate  her  for  calling  the  police.  He  told  her  my  son  was 
perfectly  calm  in  the  hospital  and  that  she  must  remove  him 
at  once.  Each  day  he  visited  my  sone  he  would  say,  "What  do 
you  think  this  is,  a motel?  You'd  better  go  home." 

My  daughter-in-law  appealed  to  the  hospital  social 
worker.  Together  they  persuaded  the  doctor  to  keep  my  son 
there  until  his  own  doctor  returned.  A transfer  was  then 
arranged  to  the  Boston  VA  Hospital.  He  remained  there  for 
about  2 months,  was  tried  on  different  medications,  and  when 
his  condition  stabilized  he  was  discharged  to  outpatient 
care.  My  daughter-in-law,  who  works  at  a responsible  job. 
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lived  in  fear  of  further  disastrous  outbursts.  My  son  refused 
to  allow  anyone,  even  close  relatives,  to  visit  and  wouldn't 
allow  his  wife  to  go  anywhere  but  to  her  work.  The  situation 
worsened  to  a point  where  the  Boston  VA  clinic  physician 
decided  return  to  the  hospital  was  indicated.  He  was  trans- 
ferred from  Boston  to  the  Brockton  VA  Hospital  and  seems  to 
be  doing  quite  well.  We  are  all  apprehensive  about  the 
possibility  that  he  will  not  be  kept  there. 
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My  Second  Stepson 

My  second  stepson  was  born  in  1927.  He  was  always  a 
very  virile,  outgoing  person,  of  medium  height  and  a good 
physique.  At  one  time  he  modeled  for  classes  at  the  Worcester 
Art  Museum.  He  was  divorced  from  his  wife  about  14  years  ago 
because  of  her  infidelity.  He  maintained  himself  for  a number 
of  years,  living  in  a room  in  downtown  Worcester. 

About  six  years  ago  I received  a call  from  the  Worcester 
State  Hospital  that  he  was  a patient  there.  He  had  had  a 
blackout  and  it  had  been  determined  that  he  was  suffering  from 
malnutrition.  A friend  had  taken  him  to  the  hospital.  He 
was  discharged  to  my  home.  He  seemed  to  have  a normal  enough 
appetite  and  soon  was  feeling  well  enough  to  look  for  work. 

He  was  morose  and  cranky,  but  I felt  that  would  pass.  There 
was  an  episode  in  which  he  and  his  younger  brother  quarreled 
to  the  point  of  coming  to  blows.  I thought  that  odd  as  they 
had  always  been  companionable. 

I soon  found  that  he  had  been  going  out  to  his  job  but 
had  never  arrived  there  because  of  fears  that  he  could  not 
perform  as  he  should.  He  lost  the  job  and  found  work  as  a 
helper  in  a school  cafeteria.  He  was  let  go  from  there  be- 
cause of  inability  to  concentrate  on  what  he  was  doing.  He 
pretended  to  look  for  other  jobs  but  seemed  to  be  held  back 
by  all  kinds  of  fears.  He  began  to  make  a great  fuss  if  I 
were  going  out  even  to  do  a simple  errand.  In  desperation, 

I told  him  that  he  had  to  do  one  of  three  things:  get  a 

job,  go  to  a doctor,  or  leave  my  home.  He  chose  to  see  a 
doctor.  I took  him  to  a psychiatrist  who  had  known  my  hus- 
band. He  arranged  for  admission  to  the  Boston  VA  Hospital. 
Diagnosis:  Huntington's. 

My  son  remained  there  for  about  two  months  and  was  dis- 
charged to  outpatient  care.  His  all-pervasive  fears  con- 
tinued until  I became  so  upset  that  I broke  down  in  tears 
during  an  interview  with  the  VA  clinic  doctor.  The  doctor 
agreed  to  readmission  to  the  hospital.  Things  had  arrived 
at  such  a state  that  my  son  and  I were  both  prisoners  in  our 
home.  He  wouldn't  go  with  me  anywhere  and  he  wouldn't  allow 
me  to  go  anywhere.  He  was  even  afraid  of  the  neighbors.  He 
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threatened  to  beat  up  my  neighbor  next  door,  even  though  the 
man  had  hardly  ever  said  anything  more  than  "good  morning" 
to  him.  He  began  to  have  mild  hallucinations.  He  would  tell 
me  that  he  had  "told  somebody  off,"  although  I had  been  there 
all  the  while  and  he  hadn't  spoken  a word  to  anyone.  Once  he 
threatened  to  smash  my  TV  set  because  I had  to  go  out  to  do  an 
errand . 

After  the  second  admission  to  the  Boston  hospital  he 
remained  there  for  5 months  and,  through  the  efforts  of  the 
hospital  social  workers,  was  discharged  to  a psychiatric 
nursing  home  in  Worcester.  There  is  a good  activities  program 
there,  but  he  will  not  participate.  He  spends  all  of  his 
time  in  the  day  room  surrounded  by  staff  and  patients.  He 
will  not  go  alone  to  his  bedroom.  He  continues  under  Boston 
VA  Hospital  outpatient  care. 

I bring  him  home  for  visits  about  once  a week.  Occasion- 
ally I keep  him  overnight.  On  the  latter  occasions  he  was 
sleeping  such  long  hours  that  I reported  I thought  he  was 
over-medicated.  One  time  he  slept  for  20  hours  without  stir- 
ring. His  medicine  was  changed,  but  now  I have  been  told 
that  he  is  on  limited  overnight  passes.  He  had  been  on  300 
milligrams  of  thorazine  daily  when  he  went  to  the  NH.  In 
a week  they  had  raised  the  dose  to  600  mils,  daily.  Any 
communication  with  VA  is  done  through  me.  I tried  to  interest 
someone  from  the  NIH  staff  to  go  to  Boston  with  us,  but  they 
are  all  too  busy. 


2-865 


Boston,  Massachusetts 


October  1,  1976 


My  Youngest  Stepson 

My  youngest  stepson  was  born  in  1929.  He,  I think,  was 
the  handsomest  of  the  three  brothers.  He  loved  to  talk  and 
had  a lot  of  friends.  He  moved  his  family  (wife  and  one 
daughter)  to  California  in  1970.  I had  noticed  some  change 
in  personality  but  tried  to  convince  myself  that  it  was  minor. 

In  California  he  had  difficulty  in  finding  work,  but  I 
had  no  way  of  knowing  what  his  behavior  might  be.  As  I under- 
stand it,  in  1971  a police  officer  noticed  him  stagger  from 
his  car  one  day  and  was  quite  abusive  to  him.  Fortunately, 
my  granddaughter,  then  aged  15,  was  with  her  father.  She 
assured  the  officer  in  no  uncertain  terms  that  her  father 
was  not  intoxicated;  that  he  was  not  a drinker.  The  officer 
advised  her  to  have  her  mother  take  her  father  to  a doctor. 

My  son  was  then  seen  at  a VA  hospital.  Diagnosis;  Hunt- 
ington's. He  was  referred  to  UCLA  outpatient  care.  Appar- 
ently there  is  a good  research  program  at  UCLA  for  the  treat- 
ment of  Huntington's. 

In  1972  the  family  returned  to  Massachusetts.  My  son 
had  lost  a lot  of  weight,  had  a speech  and  a gait  problem. 

They  moved  into  a housing  project  in  Worcester,  and  my 
daughter-in-law  took  my  son  to  the  clinic  which  the 
Worcester  State  Hospital  operates  in  the  project.  The 
doctor  there  advised  hospitalization.  My  son  was  adamant. 

He  would  not  go  to  a hospital.  One  day  he  fell  down  a flight 
of  stairs  and  was  admitted  to  the  Worcester  Memorial  Hospital 
by  ambulance.  He  had  many  bruises  but  no  breaks  and  was 
discharged  home.  His  clinic  doctor  went  on  vacation.  While 
he  was  away  my  son  tried  to  take  his  life  by  turning  on  the 
gas  oven.  My  daughter-in-law,  in  a panic,  called  me,  and 
between  us  we  got  him  to  the  admitting  desk  of  the  Wore. 

State  Hosp.  A young  intern  saw  him.  My  son  denied  every- 
thing his  wife  said.  The  doctor  patted  him  on  the  back, 
told  him  to  go  home  and  to  take  his  medicine  regularly.  The 
doctor  told  the  wife  that  under  no  circumstances  could  he 
admit  him  without  his  consent.  When  the  clinic  doctor  re- 
turned from  vacation  he  took  my  daughter-in-law  to  the  court 
and  commitment  papers  were  filed.  My  son  was  then  taken  to 
the  WSH  by  ambulance.  After  about  3 weeks  he  walked  out  of 
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there.  The  hospital  would  not  take  him  back  against  his 
wi shes  . 

Then  there  was  another  accident.  He  again  fell.  His 
wife  took  him  to  the  Memorial  Hosp.  after  I had  called  my 
personal  physician  who  agreed  to  admit  him.  The  hosp. 
social  service  dept,  arranged  for  transfer  to  the  Massachu- 
setts Rehabilitation  Center  in  Rutland.  He  ran  away  from 
there,  hiding  in  a greenhouse  until  the  bus  came  to  take 
visitors  to  the  city. 

He  resumed  visits  to  the  neighborhood  clinic.  Again  the 
regular  doctor  was  away  and  the  young  foreign  doctor  who  was 
covering  did  not  dare  to  sign  an  application  to  the  Boston 
VA  Hosp.  "because  he  wasn't  a citizen  and  didn't  want  to 
tangle  with  the  U.S.  Government." 

I called  a long-time  psychiatrist  friend  who  agreed  to 
see  us  at  the  St.  Vincent  Hosp.  in  Wore.  He  strongly  advised 
hospitalization  and  arranged  admission  to  Boston.  My  son  was 
in  Boston  for  about  3 weeks  when  he  quarreled  with  another 
patient,  inflicting  some  bruises.  We  were  told  he  must 
leave  there  as  the  hospital  is  for  medical  cases  and  not 
psychiatric  ones.  The  social  worker  then  tried  to  contact 
other  VA  facilities.  There  is  apparently  no  free  flow  of 
referrals  from  one  VA  hospital  to  another.  She  called  Bed- 
ford, which  was  full.  She  called  Brockton,  which  was  full. 
She  tried  Northampton,  but  after  being  passed  from  one 
person  to  another  for  5 or  more  times  she  gave  up  in  disgust. 
My  son  returned  home.  We  contacted  the  Wore.  State  Hosp. 

We  were  told  that  this  was  a medical  problem  and  not  a 
psychiatric  one.  This  in  spite  of  the  earlier  court  order 
of  commitment. 

He  was  home  for  several  months  when  we  felt  his  general 
condition  (marked  wasting  away,  marked  control  problems)  was 
so  bad  that  his  wife  and  I went  to  the  court  to  talk  with  a 
judge.  Patient  was  refusing  to  go  to  a hospital.  The  judge 
told  us  he  had  no  jurisdiction  over  the  situation  as  my  son 
had  not  hurt  anyone.  He  said  the  police  would  not  take  him 
to  a hospital.  He  kept  us  standing  as  we  talked  and  gave  no 
advice  until  we  insisted  on  some  answers.  He  told  us  to  call 
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a private  ambulance.  This  seemed  fantastic  to  us  as,  if  the 
police  had  no  authority,  how  could  private  people  handle  the 
matter?  However,  I called  my  doctor  who  agreed  to  meet  us  at 
the  Memorial  Hospital  if  we  could  get  my  son  there.  We 
called  a private  ambulance,  and  surprisingly  he  went  along 
fairly  quietly.  My  doctor  thought  hospitalization  was 
imperative  and  was  able  to  convince  Boston  to  take  him  back. 

My  son  is  in  Boston  and  is  on  a waiting  list  for  admission 
to  Brockton.  He  has  gross  muscular  movements,  difficulty  in 
swallowing  and  is  quite  depressed. 
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ELAINE  HAMILTON 


OCTOBER  1,  1976 


I,  Mrs.  Elaine  Hamilton,  at  this  time  feel  people  who  are 
afflicted  with  this  Huntington's  disease  should  receive  some 
sort  of  assistance. 

Mrs.  Monica  Bruning,  whose  husband  has  the  disease,  is 
in  my  opinion  under  financial  strain  continuously.  She  has 
a young  son,  which  she  has  to  support  and  worry  about.  Chil- 
dren who  grow  up  under  these  conditions  must  have  aid  from 
the  Federal  Government  if  conditions  permit.  I realize  that 
this  disease  is  not  very  well  known.  No  one  should  have  to 
face  these  problems  by  themselves.  Taxpayers,  either  state 
or  Federal,  should  be  made  aware  of  the  assistance  needed 
and  some  type  of  grant  be  brought  forth  for  these  needs. 

I hope  in  some  way,  some  time  and  some  place  this  let- 
ter may  reach  someone  of  importance  who  may  be  in  a position 
to  help  these  unfortunate  people. 

None  of  US  realize  the  hardships  that  these  people  go 
through . It  must  be  hard  enough  to  look  at  your  loved  ones 
every  day  and  know  that  there  is  almost  nothing  you  can  do 
to  help  them.  I am  hoping  that  in  some  small  way  this  let- 
ter will  help. 


2-869 


Boston,  Massachusetts 


October  1,  1976 


BEVERLY  C.  HARRIS 

WALTHAM,  MASSACHUSETTS  SEPTEMBER  23,  1976 


I am  a thirty-four-year-old  housewife  who  is  possibly 
"at  risk"  for  Huntington's  disease.  The  reason  I say 
possibly  is  that  due  to  the  fact  that  we  have  not  been  able 
to  establish  whether  or  not  my  parent  carries  the  HD  gene 
(my  mother  is  "at  risk"  with  an  HD  father)  I will  not  know 
for  sure  whether  I am  definitely  at  risk  or  not  until  the 
time  of  my  mother's  death  and  an  autopsy  is  performed. 

Up  until  about  a year  ago  I had  searched  everywhere  for 
information  on  HD — from  family  physicians,  from  other  family 
members,  in  medical  books  AND  WAS  UNABLE  TO  OBTAIN  CORRECT 
INFORMATION  FROM  ANYONE,  until  I discovered  the  Boston 
Chapter  of  CCHD. 

Due  to  lack  of  knowledge  and  misinformation,  I married 
and  did  not  tell  my  spouse  about  HD  as  I did  not  know  that  I 
was  "at  risk."  In  turn,  I gave  birth  to  a child,  not  knowing 
that  she  too  could  be  "at  risk."  This  has  been  the  case  with 
perhaps  95%  of  all  my  family  members  and  all  have  married 
and  continued  to  pass  this  disease  on  to  unknowing  children 
and  they  in  turn  to  their  children.  Many  of  the  HD  members 
are  not  seeing  neurologists  either  out  of  fear,  lack  of 
knowledge,  or  just  being  ashamed  to  admit  the  problem  to 
themselves.  ALL  THIS  DUE  TO  LACK  OF  INFORMATION  AVAILABLE*, 
LACK  OF  AFFORDABLE  COUNSELING  EARLY*,  INCORRECT  DIAGNOSIS, 

AND  A GENERAL  IGNORANCE  OF  THE  DISEASE,  ITS  EFFECTS  AND 
MANAGEMENT . 

I now  have  an  "angry"  husband  and  even  though  I know  of 
CCHD  I do  not  know  of  "affordable  counseling"  for  someone 
who  is  generally  considered  by  knowledgeable  physicians  as 
not  in  need  of  help  at  this  stage  as  the  disease  is  not  now 
apparent  and  may  never  occur.  I STRONGLY  FEEL  THAT  EARLY 
INFORMATION*,  THE  ABILITY  TO  OBTAIN  INSURANCE  TO  PREPARE 
FOR  THE  FINANCIAL  BURDEN  SHOULD  IT  OCCUR,  FAMILY  COUNSELING 
AND  UNDERSTANDING  AND  THE  ABILITY  TO  COPE  PRIOR  TO  ONSET, 
are  a major  factor  in  relieving  stress  later.  As  you  know, 
"stress"  plays  a major  part  in  the  progression  of  HD  and  a 
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patient's  ability  to  cope.  Let's  find  the  answers  during  the 
stage  that  one  can  cope,  let's  educate  the  public  to  the 
causes  and  effects  of  the  disease  so  that  HD  patients  do  not 
find  themselves  out  of  work  too  soon — or  mistaken  for  a 
"drunk."  "Knowledge  is  Power"  and  when  one  speaks  of  HD, 
even  physicians  lack  knowledge,  many  patients  seek  help 
unable  to  find  it,  and  those  of  us  who  are  not  considered 
patients  are  told,  do  not  be  concerned,  don't  worry,  stop 
searching  for  information,  you  are  wasting  your  time 

My  grandfather's  answer  was  suicide;  two  of  my  uncles' 
lives  ended  in  divorce — alone  in  a room,  a city  home;  and  an 
aunt  was  left  with  a divorce,  fighting  children,  a nursing 
home;  YET  all  of  their  children  have  married,  had  a great 
number  of  children,  none  have  genuinely  acknowledged  the 
disease  nor  have  correct  information  about  it,  and  none  of  the 
children  have  requested  autopsies  on  their  parents  at  time 
of  death.  Now  HD  has  become  evident  in  the  3rd  generation 

and  there  is  the  whole  long  process  all  over  again ALL 

DUE  TO  IGNORANCE  OF  JUST  WHAT  HD  IS --THE  GENERAL  LACK  OF 
KNOWLEDGE  AND  FEAR  TO  COME  FORWARD  DUE  TO  THE  LACK  OF  PUBLIC 
UNDERSTANDING. 

We  NEED  YOUR  HELP 
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MRS.  DAVID  HEALY 

WESTFIELD,  MASSACHUSETTS  SEPTEMBER  26,  1976 


I am  a 31~year-old  teacher,  married  and  the  mother  of 
two  adopted  children. 

My  mother  died  of  H.D.  in  1972.  H.D.  had  been  present 
in  her  family  for  many  generations  but  had  never  been  accu- 
rately diagnosed.  At  one  point,  my  mother's  problems  were 
thought  to  be  of  a psychiatric  nature.  Eventually  adequate 
testing  was  done  and  she  was  correctly  diagnosed. 

I am  the  eldest  of  seven  children.  My  mother  had  a 
baby  or  a miscarriage  almost  annually  until  her  last  child 
was  born  eleven  years  after  me.  At  that  point  she  was  so 
ill  that  my  youngest  brother  was  placed  for  adoption.  We 
six  remaining  children  (including  one  slightly  retarded  sib- 
ling) more  or  less  raised  ourselves.  I could  not  begin  to 
estimate  the  psychological  trauma  Huntington's  Disease  has 
directly  and  indirectly  caused  in  our  family. 

My  father  was  never  able  to  handle  the  diagnosis.  He 
never  discussed  mother's  illness  or  its  implications  with  us. 
He  was  never  able  to  relate  to  any  of  us  and  as  the  disease 
progressed  he  was  seldom  home. 

I married  at  19  years  of  age,  in  what  now  seems  like  a 
desperate  attempt  to  escape  the  home  situation  and  find  the 
love  never  available  there.  Shortly  thereafter,  my  father 
divorced  my  mother  and  placed  her  in  a private  home. 

At  this  point  my  mother's  family  started  legal  action  to 
see  that  my  father  remained  financially  responsible  for  my 
mother.  We  children  were  caught  in  the  middle  and  tugged 
at  emotionally  from  both  camps.  In  the  end  my  mother's 
family  "won"  and  a court  order  placed  a large  (very  large) 
portion  of  my  father's  estate  in  trust  to  cover  all  of  her 
expenses . 

Because  of  what  I have  experienced,  I have  chosen  to 
adopt  children  rather  than  ever  face  the  possibility  of  their 
being  at  risk  for  Huntington's  Disease.  One  of  my  sisters 
has  obtained  her  master's  degree,  married  and  has  a son. 

She  continues  to  work  because  of  the  fear  of  financial 
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disaster  if  H.D.  should  confront  her.  None  of  my  brothers 
finished  college.  They  were  overcome  with  identity  prob- 
lems during  their  first  year.  Living  with  H.D.  has  left 
many  scars. 


We  all  have  great  hope  that  your 
nificantly  advance  the  help  available 
families . 


Commission  will  sig- 
to  H.D.  patients  and 
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JOHN  J.  HEALEY 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  7,  1976 


I am  writing  in  regards  to  financial  help  on  Hunting- 
ton's Disease.  People  are  becoming  more  aware  of  this  and 
how  little  is  being  done  to  help  these  people  who  are  suf- 
fering from  it.  More  money  should  be  funded  for  this  dis- 
ease. These  are  not  capable  of  helping  themselves.  So  I 
think  it  is  time  for  the  people  and  the  government  to  work 
together  to  help  these  people  who  are  stricken  with  this 
Huntington ' s Disease . 
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MYERMA  REID  MERSEY 

BOSTON,  MASSACHUSETTS  SEPTEMBER  20,  1976 


In  my  practice  as  a social  case  worker  on  the  neurology 
service  of  Massachusetts  General  Hospital,  I have  observed 
that  patients  afflicted  with  Huntington's  chorea  often  face 
discrimination  in  employment  and  socially.  Due  to  their 
appearance  they  are  apt  to  be  mistakenly  labelled  as  "intoxi- 
cated" or  "mentally  retarded."  Available  legal  help  and  advo- 
cates to  secure  for  them  their  rightful  place  in  the  community 
need  to  be  increased.  This  can  initially  be  accomplished  by 
thorough  diagnostic  procedures  conducted  in  specialized  neuro- 
logical "movement  disorder"  clinics. 

Though  financial  support  by  government  agencies  can 
eventually  be  obtained  through  proper  medical  documentation, 
the  extra  special  services  of  homemaking,  day  care,  vocational 
and  mental  health  treatment  are  more  difficult  to  obtain. 

Most  of  these  patients  and  their  families  wish  to  remain  to- 
gether in  their  own  homes,  but  cannot  do  so  without  extra  aids, 
such  as  home  health  aides,  homemakers,  special  case  work  support. 
Additional  vendors  of  these  services  and  improvement  in  facili- 
tating their  provision  by  existing  .agencies  are  needed. 

It  is  evident  that  much  attention  has  been  given  to  families 
of  patients  with  Huntington's  chorea.  Much  has  been  accomplished 
in  genetic  counseling  and  family  counseling  through  the  Committee 
to  Combat  Huntington's  Disease.  But  these  services  are  not 
universal  or  consistently  and  evenly  distributed  even  in  a small 
state  such  as  Massachusetts.  More  contacts  with  family  physicians 
and  local  agencies  are  needed. 

The  patients  themselves  have  had  less  input.  So  much  con- 
cern is  felt  by  the  families  involved  that  the  personal  feelings 
and  emotional  needs  of  the  patients  are  not  always  considered 
to  the  same  extent.  A greater  number  of  psychiatrists  and  psy- 
chiatric social  workers  should  be  interested  and  informed  of 
the  effect  of  this  illness  on  the  mental  health  of  their  patients 
and  to  evaluate  and  establish  support  measures  to  improve  the 
emotional  stability  of  the  patients. 

When  a patient's  physical  condition  has  deteriorated  to 
the  extent  that  he  can  no  longer  live  alone  or  be  cared  for  by 
his  particular  family  members,  the  problem  of  finding  a suitable 
nursing  home  becomes  extremely  difficult.  I have  in  the  past 
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known  nursing  homes  to  remove  patients  when  their  directors 
felt  the  patient  has  become  too  grotesque  and  difficult  to 
feed  or  manage.  Yet  these  patients  do  not  belong  in  a mental 
hospital.  The  additional  problem  of  finding  suitable  vacancies 
in  nursing  homes  where  interest  is  taken  in  the  younger,  more 
long-term  patient,  is  great.  Homes,  or  even  foster  homes, 
where  stimulating  recreation  and  crafts  and  treatment  facilities 
are  at  a premium,  are  always  full  with  long  waiting  lists. 

In  summation,  increased  facilities  and  services  for  patients 
afflicted  with  Huntington's  disease  need  to  be  developed  and 
encouraged  in  the  local  neighborhood  settings.  With  sufficient 
financial  support  to  provide  additional  staff  and  space,  many 
existing  agencies  and  centers  of  medical  treatment,  care  and 
social  services  could  be  expanded  and  available  for  this  group 
of  patients  who  have  serious  special  needs. 


2-876 


Boston,  Massachusetts 


October  1,  1976 


HERBERT  JESSUP 

NEEDHAM,  MASSACHUSETTS  SEPTEMBER  30,  1976 


I would  like  to  give  you  a number  of  experiences  connected 
with  Huntington's  disease  which  have  occurred  in  my  family  over 
the  past  four  years.  They  are  experiences  which  have  probably 
been  shared  by  all  H.D.  families  and  which  clearly  point  to 
the  need  to  provide  better  services  to  H.D.  patients  and 
their  families. 

My  father  has  H.D.  He  lives  with  my  mother  in  a small 
rural  California  town.  For  years  prior  to  his  diagnosis,  no 
doctor  in  town  was  able  to  understand  his  condition,  yet  his 
physical  condition  was  quickly  deteriorating.  He  was  a mechanic 
and  his  employer,  not  knowing  his  medical  condition,  treated 
him  very  poorly  as  his  physical  coordination  worsened.  My 
father  blamed  himself--even  though  he  had  been  a very  good 
mechanic--for  the  decline  of  his  skills.  He  felt  guilty  for 
not  being  able  to  do  his  usually  high  quality  work  and  he 
experienced  great  anxiety  as  his  employer  threatened  to  lay 
him  off  if  his  work  did  not  improve.  Psychologically  he  was 
reduced  by  this  experience  from  being  a skilled  and  proud 
workman  to  being  an  anxiety  ridden,  embarrassed  and  confused 
man.  In  a sense,  his  diagnosis  gave  a needed  relief  from 
this  pressure,  but  it  also  brought  the  termination  of  his 
employment . 

His  diagnosis  was  done  in  San  Francisco  after  the  family 
doctor  finally  realized  the  seriousness  of  the  situation.  It 
was  an  expensive  and  time-consuming  process,  done  far  away  from 
home  and  with  literally  no  psychological  support  for  either  my 
mother  or  father  as  they  waited  the  long  days  in  a hotel  room 
for  the  results.  And  when  the  results  finally  came  there  was 
little,  if  any,  counseling  given  to  them  concerning  what  could 
be  done  with  the  disease.  Essentially,  they  were  told  that 
there  was  no  cure  and  were  sent  home.  Large  doses  of  tranquil- 
izers were  prescribed--which  my  father  still  takes — and  he  was 
told  to  come  back  within  a year. 

At  home  his  situation  has  caused  many  problems.  The  tran- 
quilizers make  him  very  drowsy  and  listless  which  in  turn  makes 
social  contacts  difficult.  Neighbors,  friends  and  relatives  no 
longer  visit  as  they  did  in  the  past,  increasing  my  parents' 
isolation.  Both  my  father  and  mother  are  embarrassed  by  the 
disease;  both  try  to  deny  its  existence.  There  is  no  one  in 
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their  town  to  talk  to  about  the  disease  or  how  to  deal  with 
the  disease's  effects.  They  are  isolated  from  both  medical 
and  social  information,  making  their  situation  even  more  dif- 
ficult. They  really  need  some  help,  but  there  is  none  avail- 
able to  them. 

Financially  the  disease  has  caused  disaster.  My  father 
received  no  pension;  they  live  off  a meager  social  security 
check  each  month.  My  father's  medical  insurance  has  been  cut 
off  except  for  treatment  of  H.D.  If  other  medical  problems 
arise,  they  have  to  pay  for  the  costs  out  of  their  small  savings 
For  my  mother  there  is  no  medical  insurance  at  all,  since  she 
was  covered  by  my  father's  insurance;  but  when  it  was  terminated 
so  was  my  mother's  coverage.  They  cannot  afford  the  cost  of 
private  medical  insurance  and  their  small  savings  are  just 
enough  to  keep  them  from  qualifying  for  state  aid. 

In  short,  they  are  trapped  by  their  own  ignorance  and 
their  own  inability  to  psychologically  adjust  to  the  disease's 
effects.  But  their  ignorance  and  inability  has  no  remedy 
because  there  is  no  trained,  professional  help  in  their  area 
to  help  them  with  the  disease.  For  them  there  is  neither 
medical  nor  social  assistance.  And  this  isolation  is  compounded 
by  a great  financial  insecurity. 

What  did  they  do  to  deserve  such  problems?  Simply  put, 
my  father  inherited  a disease  which  no  one  is  yet  willing  to 
really  help  on  a broad  enough  level  to  provide  the  basic  ser- 
vices which  the  disease  requires.  It's  very  tough  to  get  hit 
by  an  unknown  hereditary  disease. 
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DANNY  JOHNSON 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  1,  1976 


I'm  aware  of  Huntington's  disease.  I think  something 
should  be  done  for  the  people  who  have  this  disease.  Many 
people  know  about  this  disease  but  they  don't  want  to  take 
any  action  so  nothing  has  been  done  so  far.  I would  hope 
that  some  funds  would  be  available  for  these  people  inflicted 
with  the  disease.  I wish  that  people  could  see  how  this  dis- 
ease has  affected  the  family  involved  because  this  disease 
causes  the  person  or  persons  involved  to  be  completely  disabled. 
There  has  been  funds  available  for  diseases  not  as  hazardous 
as  Huntington's  disease. 

I will  hope  there  will  be  funds  available  for  the  people 
afflicted  with  this  disease. 
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MRS.  DONALD  JOHNSON 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  7,  1976 


I am  writing  in  regards  to  Huntington's  disease.  There 
are  so  many  people  who  have  this  disease  and  can't  do  any- 
thing but  sit  in  the  house  and  watch  TV  because  there  is 
nothing  else  for  them  to  do  and  there  should  be  something 
done  to  help  them. 
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MRS.  DONALD  JOHNSON,  JR. 


OCTOBER  1,  1976 


I am  writing  in  regards  to  the  people  who  are  stricken 
ith  Huntington's  Disease.  There  are  funds  for  many  other 
iseases,  but  why  are  there  none  for  this. 

I know  people  who  are  stricken  with  Huntington's  and 
I think  it  is  a shame  that  there  is  nothing  that  has  been 
done  for  these  people. 
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MRS.  JAMES  JOHNSON 


OCTOBER  7,  1976 


I am  writing  in  regards  to  any  information  you  may  have 
on  Huntington's  Disease.  I would  like  to  know  what  research 
is  being  carried  on,  and  if  so,  what  have  the  results  been. 

I would  appreciate  any  information  you  could  give  me. 
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NANCY  D.  KEANEY 

RAYNHAM,  MASSACHUSETTS  SEPTEMBER  24,  1976 


I would  like  to  request  the  Congress  to  do  their  best  to 
have  the  Government  grant  a facility  for  Huntington's  disease 
patients . 

I am  28  years  old,  married,  and  have  a brother  with  H.D. 
who  lives  at  home  with  my  parents  and  younger  sister.  He  is 
destroying  the  family  because  he  has  so  little  control  over 
his  words  and  actions  due  to  this  disease.  It  is  very  heart- 
breaking to  see  what  is  happening  to  all  of  them,  especially 
my  little  sister  who  is  frightened. 

It  would  give  all  of  us  something  to  go  on  if  there 
could  be  made  available  a facility  to  take  care  of  him. 

Thank  you. 
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RICHARD  KELSEA 

CONCORD,  NEW  HAMPSHIRE  SEPTEMBER  30,  1976 


As  Vice  President  of  the  Organization  for  Research  and  Con- 
trol of  Hereditary  Diseases,  and  more  importantly  as  a concerned 
private  citizen,  I would  like  to  take  this  opportunity  to  put 
myself  along  with  many  others,  on  record  as  strongly  supporting 
a National  Commission  on  Huntington’s  Disease. 

For  too  many  years  Huntington's  Disease  has  remained  an 
almost  unknown  killer.  Its  reputation  as  a closet  disease  is 
well  known;  don't  talk  about  it;  don't  think  about  it;  and  don't 
do  anything  about  it.  Those  unfortunate  to  have  it  were  ostra- 
cized from  society,  from  friends,  and  sadly,  even  from  their 
families.  When  treatment  was  sought,  H.D.  was  frequently  mis- 
diagnosed as  Parkinson's  disease,  schizophrenia  and  even  alco- 
holism. Most  often  in  their  advanced  stages,  they  were  confined 
to  state  institutions  where  their  lives  were  lived  out  in  quiet 
neglect. 

Huntington's  disease  was  not  known  as  a grim  reaper  in  the 
statistics  column.  Its  name  rarely  appeared  as  the  cause  of 
death.  Instead  penumonia,  heart  failure,  choking  on  their  eve- 
ning meal,  etc.  were  the  recipients  of  these  unknown  numbers. 

Even  in  death  Huntington's  disease  could  get  no  attention.  There 
was  never  a commitment  from  anyone  to  conquer  this  dread  disease. 

Only  in  the  last  few  years  has  there  been  any  kind  of  con- 
certed effort  on  behalf  of  Huntington's  disease.  Through  the 
tireless  efforts  of  Mrs.  Marjorie  Guthrie,  a small  number  of 
interested  people  were  able  to  produce  the  Committee  to  Combat 
Huntington's  Disease.  This  organization  has  made  giant  strides 
in  its  efforts  on  behalf  of  H.D.  It  has  spawned  several  ancil- 
lary organizations  which  are  also  helping  in  this  endeavor. 
However,  even  these  efforts  are  not  enough.  Sadly,  the  job  IS 
more  than  we  can  handle.  To  produce  truly  national  commitment, 
the  help  of  the  Congress  will  be  needed. 

As  with  any  other  program,  our  main  concern  will  be  money. 
Others  will  better  be  able  to  tell  what  the  needs  are  for 
research,  for  social  programs,  for  insurance  and  for  education. 
Professional  opinions  would  better  decide  how  much  money  was 
needed  for  each.  However,  the  non-professional  such  as  myself 
might  also  be  able  to  give  some  insight  into  what  these  problems 
are  and  the  priorities  they  should  receive. 
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Everyone's  hope  is  for  the  quickest  possible  cure  for 
Huntington's  disease.  In  the  meantime,  the  Congress  can  act 
in  other  ways.  The  United  States  Government  has  made  commit- 
ments in  the  past  to  put  men  into  space,  to  put  men  on  the  moon 
and  to  clean  our  environment.  Each  has  produced  remarkable 
results.  The  Government  has  been  successful  in  the  eradication 
of  smallpox--the  same  can  be  done  for  Huntington's  disease.  For 
Congress  to  declare  that  the  fight  has  begun;  that  every  effort 
will  be  doubled  and  redoubled,  that  H.D.  projects  and  progress 
will  be  regularly  reported  to  the  public,  will  be  a major  victory. 
The  education  and  enlistment  of  the  U.S.  public  is  a formidable 
task  but  one  which  can  be  accomplished.  Make  this  your  first 
priority.  It  does  not  require  a major  expenditure  of  time  or 
money,  yet  it  will  yield  the  most  immediate  and  tangible  results. 

We  thank  you  for  your  time  and  interest. 
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LISA  KRAKOFSKY 

CHARLESTOWN  OCTOBER  7,  1976 


I am  writing  in  aware  of  this  dreadful  disease  Hunting- 
ton's Disease.  We  know  that  there  are  a lot  of  people  suf- 
fering from  the  horrible  disease  but  there  must  be  somthing 
that  the  government  can  do,  like  in  giving  more  money.  Money 
to  research  and  different  equipment  that  might  help  detect 
why  and  how  this  disease  starts.  We  know  that  this  disease 
is  hereditary.  Just  think  about  the  thousands  of  people  and 
kids  that  will  come  in  contact  with  Huntington's  Disease  and 
just  lose  their  ways  of  life.  So  I think  instead  of  wasting 
money  on  ridiculous  things  they  should  put  money  to  research 
on  this  disease. 
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CHARLES  J.  LAVIN 
FRAMINGHAM,  MASSACHUSETTS 


I wish  to  bring  to  the  attention  of  the  Congressional 
Conunittee  in  regards  to  Huntington's  disease. 

I married  into  a family  in  Nov.  1925.  At  that  time 
there  was  no  sign  of  Huntington's  disease.  By  1930  it 
appeared  in  my  father-in-law's  family.  This  family  had 
thirteen  (13)  children.  Ten  members  died  of  Huntington's 
disease.  Eight  (8)  in  the  State  Hospital,  included  father- 
in-law,  two  (2)  at  home. 

My  father-in-law  also  died  in  the  Westboro  State 
Hospital.  I did  not  know  this  until  1970.  Then  only  be- 
cause I was  looking  up  the  family  tree  (genealogy) . 

The  mother  died  of  old  age  in  a rest  home  at  the  age  of 
85.  She  was  a kindly  woman  and  did  well  to  stay  up  under  the 
pressure  of  Huntington's  in  the  family.  She  seen  all  eleven 
members  who  had  Huntington's  in  different  stages. 

The  oldest  girl  died  of  Bright's  disease  at  age  18. 

Two  boys  died  of  heart  trouble,  ages  61  and  64  years.  A 
girl  is  the  only  living  members.  She  is  72  years  old  and 
shows  no  sign  of  the  disease. 

Eight  children  got  married.  They  have  a total  of  31 
children.  Three  of  the  families  have  one  each  who  have 
Huntington's  disease. 

First  family,  the  father  has  Huntington's.  He  is  in 
the  Veterans'  Hospital  (Bedford,  Mass.)  for  7 years.  He  is 
53  years  old.  Very  serious.  Has  lost  all  control  of 
himself.  The  children  (4)  are  all  healthy  ages  from  9 to 
17.  Mother  is  healthy. 
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Second  family,  the  mother  has  Huntington's.  She  is 
under  a doctor's  care  for  8 years  and  lives  at  home.  The 
daughter  is  11  years  old  and  healthy.  The  mother  is  35  years 
old. 


The  third  family,  which  is  the  oldest  one.  She  is 
single  and  56  years  old.  She  has  been  sick  for  about  ten 
years.  She  was  hospitalized  at  University  Hospital  for  four 
months,  1970  & 1971.  I went  up  to  see  her  about  Aug.  25, 
1976,  and  found  her  in  the  INVOLUNTARY  MOVEMENTS  of  her 
body.  I am  now  trying  to  get  her  to  go  to  the  hospital  for 
treatment. 

This  is  facts  of  father  and  mother-in-law  families. 

First  generation  had  13  children,  8 of  whom  got  married. 
Second  generation  had  31  children,  15  of  whom  got  married. 
Third  generation  had  69  children,  9 of  whom  got  married. 
Fourth  generation  had  17  children,  none  old  enough.  The 
total  of  four  generations  is  130  children. 

The  original  Clinton  family  I have  traced  back  to  1800. 
The  only  one  that  might  have  had  the  disease  was  the  mother 
of  my  father-in-law.  She  was  50  years  old  and  died  of 
diseases  of  the  brain.  This  is  recorded  in  Walpole,  Mass., 
page  164.11-21-1885,  Undertaker  E.  B.  Leonard. 

The  other  4 brothers  and  1 sister  of  my  father-in-law 
I have  checked  for  Huntington's.  So  far  I have  found  none. 
Oldest  brother  died  of  natural  causes;  2 brothers  were  killed 
in  the  Boston  freight  yards;  the  other  brother  kicked  by  a 
horse  and  died  of  fracture  of  the  skull;  their  sister  died 
of  old  age  at  94.  The  brothers'  ages  were  27,  34,  and  48 
at  death.  One  brother  single;  the  other  two  brothers  and 
sister  had  14  children.  The  next  generation  had  16 
children.  The  next  generation  had  4 children.  So  far  as  I 
know  none  had  Huntington's. 

The  sad  thing  about  this  disease,  no  one  wanted  to 
acknowledge  it.  They  were  ashamed  and  kept  it  hid  in  the 
closet.  It  was  shameful  to  be  put  in  a state  hospital. 

Some  of  things  I know  had  happen. 
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One  of  the  children  went  to  see  the  doctor  and  when  the 
name  was  asked  he  said,  "0,  you  are  one  of  those  Clintons." 

I am  sure  the  doctor  did  not  realize  what  he  said  but  the 
child  did.  One  of  my  sister-in-laws  who  had  the  involuntary 
movements  was  called  a drunk  lady  the  school  children  in  the 
coffee  shop.  When  she  went  out  the  lady  in  the  coffee  shop 
told  the  children  that  lady  was  sick.  Many  people  would  see 
these  sick  people  and  shun  them. 

(There  is  that  fear  always  present.  Who  will  be  next?) 

I am  glad  we  have  a very  active  Chapter  in  Boston  who  are 
trying  to  do  something  about  Huntington's  disease.  We  have  to 
thank  Boston  University  Hospital,  the  Mass.  General  Hospital, 
Mass.  Institute  of  Technology  and  all  the  doctors  who  have 
given  time  to  this  worthy  cause.  All  the  hospital  and 
doctors  need  is  money  to  try  and  find  a cure  for  this  dreadful 
disease . 

We  have  a membership  of  45  H.D.  families  in  our  Chapter. 

I am  sure  they  are  all  trying  to  help  in  some  way,  but  that 
is  not  enough.  We  need  a lot  of  MONEY. 

I do  hope  that  the  Commission  will  recommend  a sizable 
amount  of  money  for  this  worthy  cause,  neurology  the  branch 
of  medicine  that  deals  with  the  nervous  system  and  its 
diseases . 

I want  to  thank  the  two  members  of  the  Commission  for 
listen  to  all  of  us. 
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RONALD  MALONEY 

PAWTUCKET,  RHODE  ISLAND  DECEMBER  1976 


My  name  is  Ronald  Maloney.  My  age  is  thirty-two,  and  I 
have  Huntington's  disease.  I spoke  to  the  Commission  for 
the  Control  of  H.D.  and  Its  Consequences,  and  I asked  them 
if  they  could  help  people  with  the  illness  who  could  not 
help  themselves. 

My  ex-wife  called  me  the  other  day  and  told  me  that  one 
of  my  sons  (Shannon,  age  5)  is  starting  to  act  strange. 

Maybe  there  is  nothing  to  worry  about,  but  knowing  that 
he  is  at  great  risk  of  the  illness  really  concerns  me. 

I am  asking — no,  pleading--for  your  help  in  any  way  you 

can. 


Please . 
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CATHY  MARTIN 


OCTOBER  1,  1976 


I am  writing  this  letter  with  the  hope  that  it  may 
reach  someone  of  importance  and/or  someone  who  cares. 

I know  of  a person,  Mrs.  Monica  Bruning,  whose  husband 
has  Huntington's  Disease.  She  has  had  to  support  herself, 
her  husband  and  a very  young  son  for  some  years  now.  She 
has  also  had  to  be  a nurse,  maid  and  mother  to  her  husband 
since  this  disease  hit  him.  She  is  under  great  financial 
difficulty  and  it  is  really  a shame  to  see  that  she  can  not 
get  any  help  of  any  kind. 

I sincerely  hope  that  this  letter  will  help  the  families 
of  these  people  get  the  financial  help  that  they  not  only 
need,  but  deserve  before  it  is  too  late. 

It  just  isn't  fair  to  see  people  who  need  help  not  get 
it  especially  when  so  many  who  do  not  need  it  as  bad  as  Mrs. 
Bruning  are  getting  all  the  financial  help  they  need. 

It's  so  hard  to  just  stand  by  and  watch  someone  who  is 
a friend  suffer  and  struggle  like  Mrs.  Bruning  just  to  keep 
her  family  together. 

All  I can  say  is  please  try  to  make  these  people's  lives 
easier . 

I do  hope  this  letter  is  of  some  help. 
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MRS.  FRANC INE  McBAY 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  29,  1976 


I would  like  to  let  you  know  that  anyone  with  Huntington's 
Disease  needs  help  from  someone  as  I know  a family  that  the 
father  has  it  and  it  is  real  rough  on  all  of  them.  He  is  a 
wonderful  man  and  needs  a break.  He  tries  so  hard,  but  there 
is  not  very  much  he  can  do . 

It  is  very  hard  on  his  family  financially  and  many  other 
ways.  I do  hope  something  can  be  done  in  some  way  to  help 
them  all. 
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ELENA  MCKENZIE 


OCTOBER  7,  1976 


I am  writing  in  regards  to  any  information  you  can  give 
me  on  Huntington's  Disease.  I would  like  to  know  if  there 
is  an  organization  or  clinic  that  people  who  have  this  dis- 
ease can  go  to?  I don't  think  that  there  is  enough  being 
done  as  I know  a person  that  has  it  and  doesn't  have  anywhere 
to  go  for  help.  At  least  there  should  be  a place  where  they 
can  get  together  for  therapy. 
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RUTH  McNAIR 


SEPTEMBER  28,  1976 


I am  very  concerned  and  interested  in  Huntington's 
Disease  as  my  sister  has  the  dreadful  disease.  HELP  and 
MONEY  are  desperately  needed. 
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CATHERINE  MOLLOY 

CHELMSFORD,  MASSACHUSETTS  SEPTEMBER  18,  1976 


I have  seen  the  misery  and  heartbreaking  condition  of 
my  sister  who  had  Huntington's  Disease  from  the  age  of  36 
to  54  when  she  died.  She  was  a Sister  of  Notre  Dame,  teach- 
ing in  Waltham  at  the  onset  of  the  disease  in  1948. 

From  1948  to  1952  she  was  seen  by  many  doctors  includ- 
ing neurologists  and  neurosurgeons.  Finally  it  was  diagnosed 
at  Boston  City  Hospital  in  early  1953. 

She  was  one  of  the  more  fortunate  victims  as  she  was 
cared  for  at  the  Notre  Dame  Infirmary  by  really  dedicated 
nuns.  Within  a year  of  the  diagnosis  she  was  confined  to 
a wheelchair.  Within  another  year  she  had  to  be  restrained 
in  the  wheelchair  as  most  of  her  muscles  were  gone.  She  was 
completely  helpless  from  that  time  on,  even  to  feeding  her- 
self. In  another  year  she  was  losing  her  power  of  speech  and 
for  about  six  years  before  her  death  in  1968  hardly  uttered 
any  understandable  word.  In  her  last  year  her  eyes  were  her 
only  signals  she  could  use  to  communicate  with. 

Huntington's  Disease  is  a devastating  disease.  I hope 
help  is  made  available  to  the  families  who  must  care  for  its 
victims.  Of  course  finding  a cure  is  our  ultimate  goal. 
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KELLEY  MOLONEY 

TEWKSBURY,  MASSACHUSETTS  OCTOBER  7,  1976 


My  name  is  Kelley  Moloney.  I'm  8 years  old  and  a 
student.  My  Grandfather  has  H.D.  and  he  doesn't  work.  My 
Grandmother  has  to  work  to  support  the  family  and  I know 
that  it  hurts  my  Grandfather  because  he  can't  work. 

Some  day  my  mother  could  get  H.D.  I wish  that  there 
was  money  available  for  research  so  we  could  find  out  what 
causes  H.D.  so  that  my  mother  never  would  have  to  worry 
about  getting  sick  with  H.D.  and  if  they  cure  it  I will  never 
have  to  worry  about  getting  it. 
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CHARLES  H.  MONTGOMERY 

FALMOUTH,  MASSACHUSETTS  SEPTEMBER  20,  1976 


I wish  to  bring  to  your  attention,  and  to  the  attention  of  the  Commission 
for  the  Control  of  Huntington's  Disease  and  Consequences,  the  problem  I have 
had  with  one  family  which  is  devastated  by  Huntington’s  Disease.  This  family 
has  four  children  under  the  age  of  22.  One  of  them  may  have  the  disease 
already.  The  father  has  the  disease  and  is  incapacitated.  The  paternal 
grandfather  died  of  the  disease.  The  paternal  uncle  has  the  disease. 

This  family  also  has  lost  its  mother  to  Diabetes  at  approximately  age  39. 

One  of  the  children  has  cerebral  palsy  and  is  legally  blind.  Another  one 
of  the  children  has  left  (understandablely)  to  join  the  Marines  in  order 
basically  to  get  away  from  the  whole  horror.  The  oldest  child  I believe 
has  Huntington's  Chorea.  Thete  is  therefore  only  one  child  who  is  available 
and  healthly  and  he  is  approximately  16  years  of  age.  On  him  rests  the  future 
of  the  whole  family,  and  the  sanity  of  what  remains  of  it  at  this  moment. 

We  have  had  particular  difficulty  (despite  valiant  efforts  on  the  part  of  local 
social  service  agencies.  Department  of  Welfare,  Etc.)  to  establish  a decent 
living  situation  for  this  family.  Three  of  the  children  are  boys  and  one  is  a 
girl.  The  girl  is  the  cerebral  palsy  victim  and  is  the  youngest  of  all.  There 
is  a suspicion  that  the  father  inappropriate!)^ fondles  his  daughter,  a part  of 
the  complication  of  his  disease.  Consequently  the  daughter  has  been  removed 
from  the  family  household  to  live  in  a foster  family  (where  indeed  she  is  very 
happy) , Were  it  possible  to  provide  a stable  envidT^nment  with  good  supervision 
for  this  whole  family,  the  family  could  better  stay  together.  This  is  the 
problem  that  I wish  to  bring  to  your  attention. 

In  summary  I would  have  the  Commission  for  the  Control  of  Huntington’s  Disease 
and  its  Consequences  consider  the  problem  of  social  disintegration  because  of 
the  lack  of  an  appropriate  place  with  appropriate  supervision  for  a family  such 
as  this. 
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MRS.  DOROTHY  A.  MORSE 

HALIFAX,  MASSACHUSETTS  SEPTEMBER  20,  1976 


I 0m  the  mother  of  an  H,  D.  victim,  my  son,  who  is  25 
years  oldo  He  is  terribly  hard  to  live  with  and  sometimes 
has  so  little  control  he  frightens  the  family.  He  is 
verbally  abusive  and  also  physically  has  no  control  at 
times.  I am  afraid  for  my  young  daughter  who  is  years 
old.  He  does  things  like  smash  her  records,  cut  the 
speakers  to  her  Hi  Pi  and  threatens  to  punish  her.  I 
know  he  loves  her  but  this  terrible  disease  is  creeping 
in  and  is  making  amonster  of  him. 

I feel  that  a facility  for  Huntington’s  Disease  patients 
is  very  necessary  and  should  have  priority  over  any 
health  problem  the  country  may  have  because  this  disease 
not  only  affects  the  H.  D,  victim  but  also  defenseless 
children  end  worn  out  parents  and  relatives  who  have  tried 
desperately  to  hold  everythin?  together  but  vrho  live  in 
fear  under  an  impossible  situation  v^ith  a son,  daughter 
wife  or  husband  who  has  this  disease. 

In  our  financial  ci  rcums  tarces , I am  told  -^he  only  place 
available  for  my  son  is  a State  Mental  Hospital  and  he 
can  sign  himself  out  in  thirty  days.  Aside  from  that, 
that  would  only  be  a dead-end  for  someone  like  my  son, 
who  functions  normally  a good  part  of  the  time. 

It  must  be  very  hard  to  do  anything  when  you  are  shaking 
inside  and  also  outside,  let  alone  not  able  to  think 
straight.  In  a facility  for  this  disease  ell  this  would  be 
understood  end  the  best  could  be  accomplished.  A place 
where  the  patient  could  work  a little  or  a lot  if  he  were 
up  to  it,  play  a little  end  be  taken  cere  of  at  the  seme 
time . 

If  my  son  takes  his  medication  we  can  be  pretty  sure  we 
will  have  no  violence  that  day  but  if  he  doesn’t  end  you 
remind  him  he  will  say  ”^1  wont  take  it  now  anyway”  so 
this  is  Just  an  instance  of  the  way  it  is  end  why  we 
cannot  live  in  peace  with  him,  I know  he  is  not  respon- 
sible aid  I forgive  him.  They  say  when  fear  comes  in 
love  goes  out  the  window  but  I still  love  him  and  want  the 
best  for  him. 
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It  is  not  bed  enou,<7h  to  know  you  ere  poing  to  be  e veg©- 
tnbla  some  dey  but  worse  you  might  hurt  or  destroy  the 
ones  you  love.  If  a facility  could  be  made  available 
I would  work  thereat  of  my  life  in  it  and  be  happy  to  do 
so.  Please  consider  this  request. 


P.  S.  1 know  this  letter  may  sound  a little  dramatic 
and  other  H.  D.  victime  may  not  be  affected  in 
the  way  my  son  is  but  this  is  the  way  it  is  for 
our  family. 
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MRS.  ROGER  O'CONNOR 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  21,  1976 


I am  writing  this  letter  in  regard  to  a family  I know 
where  Huntington's  disease  has  hit  the  head  of  the  house- 
hold. The  mental  anguish  these  people  suffer  in  knowing 
the  consequence  of  this  disease  is  enough  to  bear  but  added 
to  that  anguish  is  the  fact  that  they  are  not  receiving 
enough  aid  financially.  This  particular  family  is  strug- 
gling to  get  by  and  I'm  sure  there  are  others  in  the  same 
situation.  I hope  that  there  will  be  more  aid  financially 
and  medically  to  these  families  in  the  near  future  who  for 
no  reason  of  their  own  are  in  this  position. 
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MRS.  DOROTHY  O'NEIL 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  1 , 1976 


I am  writing  in  regards  to  Huntington's  Disease,  a dis- 
ease that  has  stricken  many  people  and  yet  so  unknown  to  many 
more  especially  the  Government.  So  little  has  been  done  for 
these  people  completely  handicapped  that  it  is  unbelievable 
and  cruel.  Very  little  progress  in  research  is  being  done 
and  where  this  has  been  proven  to  be  a hereditary  disease  it 
is  heartbreaking  to  see  a child  with  so  much  life  and  wisdom 
knowing  in  his  thirties  he  will  be  stricken  with  Huntington's, 
unable  to  remember  or  concentrate.  I know  a family  in  this 
situation.  The  wife  has  to  work  even  though  her  husband  has 
Huntington's  and  needs  her  at  home,  but  with  the  little  money 
social  security  allows  her,  it  is  necessary  for  her  to  work. 
But  she  never  complains  about  her  hardship  and  financial  pro- 
blems, but  she  does  get  angry  with  the  little  that  is  being 
done  about  H.D. 

It  might  be  too  late  to  help  her  husband,  but  she  feels 
that  with  more  medical  research  they  could  help  her  children 
and  grandchildren.  I think  it  is  great  that  so  much  has  been 
done  for  cancer  and  other  terrible  diseases,  but  I think  it's 
about  time  we  started  putting  in  some  time  and  money  for 
Huntington's  Disease. 
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ELAINE  O'NEIL 

SOMERVILLE,  MASSACHUSETTS  OCTOBER  7,  1976 


I am  aware  of  this  dreadful  disease.  I feel  as  though 
something  should  be  done  about  this.  More  money  for  example 
and  more  attention.  Although  there  are  a lot  of  diseases 
amongst  us,  there  seems  to  be  more  interest  in  cancer  and 
so  forth.  Many  people  are  suffering  of  Huntington's  Disease. 

The  government  takes  more  time  on  things  like  highways 
and  parks  but  maybe  if  they  would  take  time  to  check  this 
disease  out  something  could  come  about  to  help  cure  this 
hereditary  disease. 
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ALBERT  PALMER 

BOSTON,  MASSACHUSETTS  APRIL  20,  1977 


It  is  my  earnest  hope  that  you  will  spare  no  effort 
towards  obtaining  the  resourcing  and  funding  that  are  so 
essential  toward  making  any  real  progress  against  this  deva- 
stating disease. 

The  heartbreaking  case  of  my  own  niece,  at  age  31,  has 
caused  me  to  take  a close  look  at  Huntington's  disease,  about 
which  so  little  is  known  or  realized.  The  magnitude  of  the 
suffering  and  the  number  of  families  affected  and  the  potential 
on  future  generations  unless  much,  much  more  is  done  are  all 
beyond  anything  that  I previously  realized. 

I am  convinced  that  H.D.  deserves  and  must  have  a higher 
priority  than  it  now  enjoys,  especially  as  regards  research, 
training,  diagnosis  and  patient  care.  You,  more  than  anyone, 
can  ensure  that  this  does  happen. 
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JOAN  RIDOLFI 

WEST  CHESTER,  PENNSYLVANIA  SEPTEMBER  23,  1976 


I have  been  a friend  of  a family  in  which  the  husband 
has  Huntington's  disease.  The  young  man  is  30  years  old 
and  had  HD  diagnosed  a couple  of  years  ago. 

It  is  truly  sad  to  see  how  this  disease  has  changed  his 
life  so  drastically.  His  wife  has  divorced  him,  he  has  lost 
his  job,  and,  in  fact,  has  been  termed  "totally  disabled"  by 
the  State  of  Rhode  Island.  He  is  now  on  welfare. 

He  cannot  find  a girl  friend  even  though  he  is  very 
personable  and  good-looking  because  they  think  he  has  a 
drinking  problem  (his  speech  is  slurred) . When  he  tells 
girls  about  his  problem  they  don't  want  to  see  him  again 
because  they  are  afraid  to  get  involved. 

This  young  man  has  told  me  that  the  only  place  he  feels 
comfortable  is  in  a bar  because  people  accept  him  as  just 
another  drunk.  (By  the  way,  he  does  not  drink  at  all.) 

He  is  often  depressed  and  dreads  the  day  when  he'll  lose 
his  driver's  license. 

His  mother  developed  the  disease  about  6 years  ago,  and 
he  sees  her  deplorable  condition  and  knows  what  is  in  store 
for  him. 

It  is  a truly  horrible  disease,  and  anything  the  Commis- 
sion can  do  to  control  it,  educate  people  about  it,  and  aid 
the  people  who  are  afflicted  with  it  will  be  greatly  appre- 
ciated by  the  family  and  friends  and  loved  ones  of  those 
afflicted. 
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TED  RIDOLFI 

CUMBERLAND,  RHODE  ISLAND  SEPTEMBER  23,  1976 


My  best  friend  has  HD.  I have  witnessed  the  deterioration 
of  his  marriage,  the  loss  of  his  job,  and  the  physical  and 
mental  torture  he  is  going  through. 

He  relys  heavily  on  his  friends  for  moral  support  but  some 
of  them  can't  stand  the  strain  of  the  relationship  and  have 
abondoned  him. 

His  family  has  others  with  the  disease  so  don't  have  much 
time  to  devote  to  him  exclusively. 

I urge  you  to  do  all  you  can  as  a commission  to  educate  people 
to  this  disease  and  to  counsel  those  who  have  it.  These  poor 
souls  need  all  the  help  and  guidance  they  can  get. 
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DANIEL  S.  SAX,  M.D. 

BOSTON,  MASSACHUSETTS  OCTOBER,  1976 


Huntington's  Disease  is  a progressive,  dementing  chorea,  which  is  inherited 
by  an  autosomal  dominant  gene.  The  basic  abnormality  is  unknown  and  thus  the 
curative  treatment  is  unknown.  Nonetheless,  with  the  recent  advances  in  diagnosis 
as  well  as  further  insight  into  the  treatment  of  the  disorder,  much  can  be  done 
to  help  improve  those  individuals  who  are  afflicted  with  the  illness. 

Huntington's  chorea  has  a prevalence  of  3 to  7 per  hundred  thousand  population. 

It  affects  all  races.  Approximately  2 per  million  population  die  of  this  disease 
a year  as  indicated  by  a study  done  in  Canada  in  1951.  The  disease  most  commonly 
appears  between  the  ages  of  35  to  45  though  on  occasion  earlier  onset  is  noted, 
as  early  as  18  to  20,  and  there  are  a well-recognized  group  of  juvenile  Huntington's 
chorea.  Just  as  there  is  a juvenile  group,  there  are  a group  of  progressive  de- 
menting choreas  that  begin  as  late  as  50  or  65  years  of  age.  To  date  the  exact 
expression  of  the  illness  for  each  individual  cannot  be  predicted  even  though 
there  have  been  extensive  studies  carried  out  to  define  these  events.  Different 
from  other  genetic  illnesses,  with  the  phenomenon  of  anticipation,  i.e.,  the 
Illness  appearing  earlier  with  each  succeeding  generation,  in  this  disorder 
the  pattern  of  Illness  approximates  that  of  the  parent. 

The  children  of  patients  who  have  Huntington's  Disease  have  a 50/50  chance 
of  developing  the  illness.  These  are  the  population  at  risk.  Because  the 
illness  is  so  often  late  in  appearing,  individuals  at  risk  can  lead  a perfectly 
normal  and  productive  life  until  the  illness  becomes  apparent,  and  can  also 
have  large  families.  To  date  there  is  no  way  of  predicting  who  will  get  the 
disease,  or  who  is  a carrier.  Though  there  have  been  several  studies  aimed 
at  prediction  such  as  giving  a trial  of  L-Dopa,  the  results  though  initially 
suggestive  are  too  unsure  and  Insufficiently  predictive  to  be  able  to  say  which 
Individual  will  get  the  illness.  Therefore,  the  use  of  an  L-Dopa  provocative 
test  is  not  recommended.  To  date  the  most  sensitive  indicator  for  the  prediction 
or  diagnosis  of  Huntington's  Disease  remains  careful  neurologic  examination  and 
assessment.  The  use  of  EEC's,  eye  movement  saccades,  optlcokinetic  nystagmus 
or  psychological  testing,  though  helpful  in  defining  certain  aspects  of  the 
illness,  have  not  proven  to  be  predictive  or  diagnostic. 

The  major  anatomic  abnormality  of  Huntington's  Disease  is  caudate  nucleus 
atrophy.  The  computerized  axial  tomogram,  i.e.,  CATScan,  permits  a non-lnvasive 
means  of  assessing  brain  structure.  However,  such  hoped-for  indicators  of  the 
presence  or  absence  of  Huntington's  Disease  as  the  pictures  from  the  CATScan 
have  not  proven  to  be  early  predictors  of  this  disorder.  In  a study  that  we 
have  carried  out  over  the  past  3 years,  looking  at  over  30  patients  with 
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Huntlnp-.ton's  Disease  and  7 individuals  who  are  at  risk,  the  CATScan  which 
can  Rive  a picture  of  the  caudate  nucleus  shows  the  caudate  nucleus  size 
parallels  the  stage  of  the  illness.  Namely,  the  earlier  the  illness  the 
less  likely  there  will  be  anv  major  caudate  nucleus  atrophv.  Nonetheless, 
we  have  been  able  to  develop  a measure  of  the  inter-caudate  nucleus  ratio  to 
frontal  horn  tip  distance,  and  find  that  in  those  patients  who  have  a ratio  of 
less  than  2,  there  is  caudate  nucleus  atrophy.  This  measure  has  been  helpful 
In  confirming  the  diagnosis  in  the  borderline  case.  A ratio  greater  than  two, 
which  is  the  normal  ratio,  was  obtained  from  a population  of  over  100  individuals 
who  have  normal  CATScans  and  normal  neurological  examinations.  In  the  group  of 
normals,  age  was  not  a significant  factor  in  the  measure.  There  is  also  an 
associated  cerebral-cortical  atrophy  which  appears,  which  is  first  noted  in 
basal  frontal  and  temporal  regions  when  present.  With  progression  of  the  illness, 
a more  diffuse  cerebral-cortical  atrophy  occurs  as  well  as  progressive  loss  of 
caudate  nucleus  size. 

In  this  study  neuropsychological  testing  was  carried  out  in  conjunction  with  Dr. 
Butters,  and  as  probably  indicated  in  his  testimony,  there  are  changes  of  recent 
memory  noted  in  patients  with  Huntington's  Disease,  namely,  a short  term  memory 
loss.  These  changes,  however,  do  not  necessarily  interfere  with  patient's 
functioning. 

This  brief  review  does  not  touch  or  fully  elucidate  the  full  impact  and  tragedy 
of  Huntington's  Disease.  More  funds  are  needed  to  support  basic  research  in 
order  to  define  the  cause  of  the  illness.  Though  the  cells  of  the  caudate 
nucleus  seem  to  be  preferentially  affected,  the  biochemical  nature  for  this 
early  aging  process  of  the  cells  has  yet  to  be  defined.  It  is  only  with  this 
sort  of  definition  that  an  appropriate  treatment  can  be  obtained.  Further, 
as  a result  of  such  an  approach,  identification  of  those  individuals  at  risk 
and  who  actually  carry  the  genes  can  be  made.  Not  only  is  this  basic  research 
needed,  but  further  clinical  support  is  required  in  order  to  define  the  optimum 
means  of  managing  individuals  with  their  illness. 

As  a benefit  from  the  study  of  this  disease,  the  disease  can  be  used  as  a model 
system  for  understanding  even  more  prevalent  abnormalities  such  as  the  pre-senile 
(Alzheimer's)  and  senile  dementias.  Huntington's  Disease  is  similar  to  them 
in  that  all  are  chronic  illnesses  that  cause  a dementing  process,  loss  of  ability 
to  cope  with  the  environment,  to  understand,  and  with  that  an  inability  to  make 
a living  and  provide  for  the  family.  With  a disease  process  that  extends  over 
a period  of  15  to  20  years,  what  and  how  is  this  individual  and  the  family  able 
to  manage?  \<Jhat  are  society's  responsibilities? 

Appropriate  rehabilitation  programs  have  yet  to  be  developed  for  defining  and  using 
the  residual  skills  that  are  present.  Agencies  are  needed  to  reduce  the  patient 
and  his  family's  isolation  from  society  and  the  community,  but  in  the  long  run 
the  care  of  the  patient  is  best  handled  through  the  family. 
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Finally,  as  far  as  education  is  concerned,  Huntington's  Disease  is  mentioned  and 
is  found  in  medical  schools  but  often  is  not  reinforced  once  the  basic  courses 
have  been  introduced.  There  has,  however,  been  more  exposure  and  recognition 
of  this  disease  in  light  of  the  recent  advances  that  have  resulted  from  Parkin- 
son's Disease,  and  the  efforts  of  the  organizations  such  as  C.C.H.D.  Further 
education  in  the  treatment  of  the  symptoms  and  modification  of  the  signs  is  re- 
quired in  order  to  better  manage  and  bring  more  comfort  to  patients  who  suffer 
from  Huntington's  Disease. 
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JUDITH  ST.  GEORGE 
NASHUA,  NEW  HAMPSHIRE 


I'm  sorry  I didn't  get  this  letter  out  sooner.  I wish  I 
could  come  to  your  meeting.  Maybe  you  could  have  this  read. 

I live  in  Nashua,  N.H.,  and  I don't  have  anyone  to  travel 
with.  Both  Boston  and  Concord,  N.H.  are  at  least  30  miles 
away.  I don't  mind  driving,  I just  don't  want  to  drive  by 
myself.  I was  wondering  if  there  is  anyone  who  lives  around 
here  with  the  same  problem  that  could  come  with  me. 

I like  the  newsletter  and  would  like  to  do  more  to  help 
if  I could  find  someone  to  travel  with. 

I had  some  tests  in  Concord,  N.H.  My  sisters  would  like 
to  take  these  tests  if  they  could,  but  most  of  them  are  in 
their  twenties.  Is  this  too  early  to  tell?  My  test  came 
out  okay,  but  I have  to  go  back  in  two  years  for  some  more 
tests . 


My  mother  and  us  are  lucky  that  she  is  in  the  Middlesex 

County  Hospital,  in  Waltham,  Mass.  They  are  very  good  to  her 
and  understand  our  problems.  We  had  some  trouble  with 
getting  a wheelchair  that  would  hold  her  in  properly.  They 
kept  looking  until  they  found  one  and  it  works  fine.  When  I 
had  to  tell  her  that  we  wouldn't  be  able  to  take  her  out  as 
much  anymore,  they  had  a social  worker  there  to  help. 

As  far  as  we  know,  no  one  else  showed  any  sign  of  H.D. 
The  only  one  who  has  me  worried  is  my  oldest  sister  who  is 
33,  and  has  had  signs  of  depression.  She  lives  in  Cal.  and 
we  don't  have  any  way  to  find  out  how  she  is  now.  I wrote 
and  ask  her  to  go  to  the  C.C.H.D.  out  there,  but  she  says  she 
can't  get  in  touch  with  them;  that  they  don't  answer  her 
letters  or  calls.  She  lives  in  Costa  Mesa;  that's  in  the 
southern  part  of  the  state.  I'll  give  you  her  name  and 
address.  Janice  Coburn,  1003  Mission  Ave.  Maybe  you  could 
send  her  the  address  of  the  CCHD  out  there. 
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I do  wish  I could  come  to  your  meeting,  but  I'll  be 
working  that  day.  You  are  doing  a wonderful  job,  and  I 
hope  I can  do  more  in  the  future. 

THANK  YOU. 
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BLAISDELL  SINCLAIR 

PORTLAND,  MAINE  SEPTEMBER  11,  1976 


Wife:  Barbara  Sinclair,  Age  44,  has  H.D.,  Housewife 

Mother,  two  uncles  and  grandfather  had  H.D. 
has  three  sisters,  numerous  nieces  and  nephews. 

Is  demonstrating  both  lack  of  emotional  and  physical  control. 

husband:  Blaisdell  Sinclair,  Age  45,  Operational  Clerk,  Central 

Maine  Power  Company,  Portland,  Maine. 

Dependable,  responsible,  hard  working,  devoted  to  his  family. 
Son:  Mark  Sinclair,  age  10 

Well  developed,  bright  boy  obviously  terribly  disturbed  by  his 
mother's  condition. 

Problems  encountered  in  diagnosis,  referral,  treatment  in  doctor's 
office,  counseling. 

The  family  is  attended  by  a rural,  family  practitioner,  well-qualified 
with  extra  training  in  anesthesiology  and  pediatrics.  Dr.  M.  was 
treating  Barbara  for  menapause,  using  tranquilizers.  When  Barbara 
told  Dr.  M.  that  her  mother  had  H.D.,  Dr.  M.  said  there  was  very  little 
known  about  this  rare  disease  but  that  she  knew  a relative  of  Barbara's 
a J.S.D.,  M.D.  whose  father,  N.E.D.,  M.D.  has  H.D.  and  who  had  done 
a family  study  on  H.D.  She  suggested  Barbara  contact  the  doctor  for 
information. 

Mrs.  N.E.D.  was  willing  to  call  Dr.  M.  to  tell  her  what  medications 
her  husband  was  on,  elavil,  lithium,  prolixin.  She  strongly 
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suggested  that  Barbara  see  a neurologist.  Dr.  M.  started  Barbara  on 

lithium.  There  was  no  referral  to  a neurologist  where  Barbara  might 

benefit  from  greater  knowledge  of  this  rare  affliction.  Barbara  is 

being  followed  by  Dr.  M.,  is  often  uncooperative  about  treatment.  Here 

she  does  not  have  the  benefit  of  supportive  treatment  or  advice  on 

where  to  go  for  information  and  help  in  learning  to  cope  with  the 
problems  of  every  day  living. 

Where  do  they  go  for  help? 

Counseling:  Mark  was  developing  behavioral  problems  at  home  and 

at  school.  Recently  the  school  physician  advised  their  attending  a 
Child  Psychiatric  Counseling  Service.  After  attending  once,  Barbara 
has  refused  to  go  again.  While  there  she  presented  the  picture  of 
an  interested,  cooperative  parent,  which  is  in  direct  contrast  to 
her  home  behavior,  making  it  hard  for  the  father  and  Mark  to  get 
an  objective  evaluation.  The  counselors  feel  Mark  is  channeling 
his  dread  and  hate  of  his  mother’s  disease  into  hate  for  the  mother 
and  his  contemporaries,  who  have  no  understanding  of  the  problem 
he  has  to  face. 

Genetic  counseling: 

If  there  is  genetic  counseling  in  the  area,  the  family  is  not  aware 
of  it.  Blaisdell  lives  with  fear  for  their  son's  well-being. 

Problems  created: 

Living  arrangements.  This  family  has  their  own  small  home  in  a 
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rural  area.  Barbara  is  resentful  of  its  not  being  completed  inside. 

It  seems  that  persons  and  agencies  contacted  have  been  cooperative 
within  their  limitations.  The  problem  is  that  so  little  information 
is  getting  out  about  H.D.,  what  is  now  known,  what  is  available  for 
help  and  where  to  go,  both  to  the  families  and  persons  in  the  position 

to  help,  that  no  one  knows  how  to  avail  themselves  of  it.  There  is 
too  little  understanding  on  the  part  of  all  persons  of  what  is  going 

on  with  the  patient  to  enable  everyone  concerned  to  cope  in  the  best 
possible  manner. 

Impact  on  families: 

Blaisdell  is  a clerk,  in  addition  he  works  three  nights  a week  at 
another  job.  Both  he  and  Barbara  are  concerned  with  financial 
responsibilities.  Blaisdell  says  his  work  is  suffering  from  the 
constant  turmoil  and  worry  about  the  home  situation.  He  fears  for 
Mark's  physical  well-being  when  he  is  away  from  hcane,  he  worries 
about  a fire,  he  worries  that  Barbara  may  harm  herself.  He  takes 
Mark  with  him  to  the  evening  job  as  often  as  possible  to  relieve  the 
pressure  between  Barbara  and  Mark.  H.D.  is  stressing  this  family  to 
the  point  of  disintegration  of  each  member.  The  worry  of  the  father 
about  the  emotional  and  physical  well-being  of  his  child,  he  wonders 
if  Barbara  would  be  better  off  in  a situation  where  she  would  not 
have  to  cope  with  all  the  strains  presented  by  every  day  living  and 
responsibility  in  the  home. 
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Mark  doesn't  want  to  come  home  from  school.  He  wishes  school  was 
seven  days  a week,  yet  he  has  trouble  adjusting  there.  He  has 
expressed  fear  of  who  might  get  him  if  there  were  a divorce  and  that 
he  might  have  to  go  to  an  institution. 

Blaisdell  has  to  cope  with  work,  housework,  handling  Barbara  and 
Mark  and  the  turmoil  and  pressure  until  he  is  at  the  breaking  point. 
And  Barbara, who  knows  what  hell  she  is  going  through.  She  can  no 
longer  do  her  housework.  She  has  trouble  sleeping,  is  combative, 
extremely  xinreasonable  in  all  things.  She  seems  to  resent  Mark  and 
is  at  him  all  the  time,  has  struck  and  kicked  at  him. 

Where  is  the  help  for  these  people? 

We  need  more  information  going  out  to  physicians,  counselors  and 
to  the  families  to  help  everyone  understand  what  is  happening  to  the 
H.D.  patient  to  help  them  cope. 
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MRS . BARBARA  STAUBLE 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  29,  1976 


This  is  in  regard  to  a family  I know  with  the  man  of 
the  family  with  Huntington's. 

The  wife  has  to  work  even  to  the  point  of  going  to  work 
sick,  just  to  make  ends  meet. 

I really  think  somewhere  in  this  country  there  should  be 
a way  to  help  these  poor  people — financially — and  ease  the 
burden . 
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MALCOLM  STEWART,  M.D. 

BOSTON,  MASSACHUSETTS  SEPTEMBER  16,  1976 


Although  I am  unable  to  attend  your  meeting,  I am  sending  along  some 
ideas  concerning  avenues  of  research  which  might  aid  in  furthering  our  under- 
standing of  Huntington's  disease.  These  thoughts  arose  as  part  of  an  H.D. 
workshop  at  NIH. 

Although  there  is  an  urgent  need  to  do  something  tangible  for  the  unfortunate 
victims  afflicted  with  H.D.,  I believe  that  a rational  therapeutic  approach  will 
certainly  depend  on  developing  a scientific  basis  for  the  pathogenesis  of  H.D. 

I believe  that  the  Federal  government  would  be  advised  to  support  basic 
as  well  as  clinical  research  in  the  area  of  H.D.,  which  should  pay  dividends  not 
only  for  H.D.  but  also  for  related  areas  such  as  Gilles  de  la  Tourette  syndrome, 
Hereditary  Ataxia  nd  Schizophrenia.  In  addition,  postdoctoral  fellowships  for 
both  medical  and  basic  science  research  develop  interest  and  expertise  in  this 
area. 


I would  be  interested  in  receiving  a copy  of  your  report  when  it  is  compiled. 
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PATHOPHYSIOLOGY  OF  HUNTINGTON’S  DISEASE  (H.D.): 

PROBLEMS  FOR  RESEARCH 

One  of  the  basic  themes  for  this  meetinq  was  the  need  for  specific  information  regarding  the  fundamental 
pathological  processes  leading  to  cell  death  in  Huntington’s  disease.  Although  ultimately  a defect  at  the  molecular 
level  is  to  be  anticipated,  the  mechanism  and  level  of  action  of  this  genetic  defect  on  the  central  nervous  system  and 
perhaps  systemically  is  not  clear. 

One  question  which  immediately  arises  is  whether  or  not  the  existence  of  a spectrum  of  clinical  presentations 
both  genetically  and  neurologically  relates  to  a single  basic  pathogenesis.  For  instance,  are  there  special  genetic  or 
intrauterine  determinants  in  the  juvenile  cases  of  H.D.  which-  have  a female  preponderance  and  a predominantly 
paternal  lineage?  Pathological  examination  of  the  brain,  grossly,  is  thought  to  conform  to  the  more  common  adult 
onset  variety.  However,  careful  clinical  pathological  correlations  of  both  juvenile  and  adult  cases  in  conjunction  with 
careful  genetic  studies  especially  in  cases  of  “dual  matings”  is  an  area  for  more  research.  These  later  cases  might 
show  special  features  such  as  an  acceleration  of  the  degenerative  process. 

In  addition  to  determining  how  the  juvenile  and  adult  forms  compare  pathologically,  more  work  is  needed  to 
ascertain  exactly  which  parts  of  the  brain  are  involved.  For  instance,  it  is  not  clear  to  what  extent  dopamine  receiv- 
ing areas  other  than  the  caudate  are  involved  which  might  account  for  some  of  the  clinical  manifestations.  For  in- 
stance, could  either  the  nucleus  accumbens  septi  or  the  limbic  cortex  be  involved  in  the  degenerative  process  and 
relate  to  the  psychotic  behavior  noted  in  some  choreics?  This  might  be  determined  by  study  of  whole  brain  serial 
section  with  specific  attention  to  these  areas  and  correlated  with  specific  biochemicaf  changes  such  as  GABA  and 
acetylcholine  obtained  by  neurochemica!  analysis. 

Another  question  which  arises  is  in  what  way  is  this  cell  death  selective.  Is  this  a "system  degeneration"? 
Are  the  cells  related  in  some  way  as  being,  for  instance,  dependent  on  a certain  vitamin  or  metabolite  or  influenced 
by  a common  neurotransmitter?  Do  these  cells  have  a different  metabolic  rate?  Pathologically  these  cells  have  been 
noted  to  have  increased  lipofuscin  and  increased  acid  phosphatase.  It  is  not  clear  however  if  these  pathological 
cnanges  are  primary  or  secondary  ana  once  present  now  iney  influence  tne  tunner  degeneration  or  tne  neurons  ana/ 
or  glia. 


As  with  other  degenerative  diseases  the  possibility  of  a viral  or  immunological  process  arises.  No  virus  has 
been  isolated  so  far  and  H.D.  has  not  been  transferred  by  intracerebral  innoculation  of  tissue.  Pathologically  there  is 
no  evidence  for  an  acute  encephalitis  with  a mononuclear  cellular  infiltrate  or  rod  microglia,  but  the  possibility  re- 
mains of  a “slow”  virus  which  might  be  a ubiquitous  agent  that  attacks  geneticaiiy  predisposed  individuals.  Once  a 
degenerative  process  is  initiated,  could  an  auto-immune  process  continue  or  even  accelerate  the  process? 

A new  approach  to  understanding  the  nature  of  the  pathological  defect  has  been  the  use  of  cultured 
fibroblasts  from  patients  with  H.D.  as  studied  by  David  Barkley  and  Eugene  Roberts  who  find  changes  in  the  growth 
rate,  plating  density  and  confluency  of  H.D. -patients  as  compared  to  normals.  These  findings  raise  the  possibility  of 
an  alteration  of  the  cell  surface  properties  of  the  H.D.  fibroblast  and  perhaps  of  even  other  cells  including  those  of 
the  central  nervous  system.  One  could  speculate  that  the  receptor  sites  on  the  caudate-neuron  cell  surface  might 
also  be  changed  and  either  fail  to  respond  in  a normal  manner  thereby  leading  to  a "transynaptic”  degeneration  or 
alternatively  might  become  over  responsive  and  help  contribute  to  the  "dopaminergic  hypersensitivity"  postulated  to 
occur  in  H.D.  These  fibroblasts  cell  properties  in  tissue  culture  could  in  part  be  studied  by  the  use  of  a lectin  “li- 
brary" as  suggested  by  Malcolm  Steinberg. 

Besides  an  examination  of  skin  fibroblasts,  other  tissues  and  fluids  from  Huntington’s  patients  are  being 
examined.  One  area  for  investigation  might  be  the  possibility  of  an  increase  in  acid  phosphatase  or  other  enzymes  in 
the  CSF  to  correlate  with  an  increase  in  acid  phosphatase  seen  histophathologicafly.  In  general  a more  concerted 
effort  should  be  made  to  determine  if  peripheral  tissues  are  involved  to  suggest  a generalized  systemic  process  in 
H.D.  rather  than  a specific  one.  This  possibility  would  have  relevance  for  screening  for  those  at  risk  for  H.D.  and 
might  afford  a biochemical  index  of  any  possible  therapeutic  intervention  as  well  as  allow  research  in  more  accessi- 
ble non-neural  tissue. 
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Finally  a fuller  understandina  is  needed  of  the  basic  properties  of  the  blood  brain  barrier  and  of  intracerebral 
enzymes  whose  alternation  might  allow  the  possibility  of  selectively  controlling  certain  balances  of  existing  neuro- 
transmitters to  ameliorate  the  symptoms  in  H.D.,  especially  since  replacement  of  GABA  directly  has  not  been 
possible.  One  area  of  fruitful  research  might  be  investigation  of  the  relationship  of  neurons  to  the  surrounding  glia 
and  how  modification  of  uptake  of  certain  neurotransmitters  or  metabolites  into  glial  cells  might  influence  the  levels 
and  availability  of  specific  neurotransmitters  such  as  GABA  and  dopamine  at  the  neuronal  synapse. 

In  summary,  a better  understanding  of  the  basic  pathophysiology  will  be  helpful  in  planning  a rational  ap- 
proach to  therapy  and  for  counseling  families  of  patients  with  tnis  disease  as  well  as  contributing  to  our  knowledge 
of  hereditary  diseases  in  general. 
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ELAINE  TOWNSLEY 

LACONIA,  NEW  HAMPSHIRE  SEPTEMBER  14,  1976 


I am  a forty-nine-year-old  mother  (working)  with  three 
grown  children  and  my  husband  who  is  fifty  seven  has  H.D. 

I work  at  a hardware  store  as  my  husband  hasn't  been  able 
to  work  for  over  five  years  now. 

We  first  heard  about  H.D.  10  years  ago  when  my  husband 
Fred's  brother  died  of  H.D.  I got  out  a medical  book  and 
looked  up  the  disease.  I could  only  find  a small  paragraph 
but  that  was  enough  to  put  me  into  a state  of  shock  and 
for  three  months  I didn't  dare  to  even  talk  to  our  doctor. 

I had  started  to  notice  changes  in  Fred.  His  disposition 
was  changing  and  his  personality.  This  mild  mannered  and 
kind  man  suddenly  started  shouting  at  me  and  the  children. 
Things  were  pretty  bad.  Our  family  doctor  finally  got  an 
appointment  for  Fred  at  the  Mary  Hitchcock  Hospital  in 
Hanover.  It  was  there  they  told  me  he  had  Huntington's 
disease  and  there  was  nothing  that  could  help.  They  gave 
him  Valium  to  help  control  the  temper  outbursts. 

Fred  had  always  been  a hard  working  man  usually  hold- 
ing down  two  jobs  to  support  his  family.  He  lost  his  job 
at  the  factory  where  he  was  working  and  took  anything  he 
could  get,  finally  ending  up  as  a night  watchman  at  our 

local  hospital.  It  became  more  and  more  difficult  for  him 

to  work.  His  balance  was  bad  and  finally  he  was  laid  off 

there  as  they  were  afraid  he  might  fall  on  his  rounds  and 

get  hurt.  This  year  was  a real  difficult  time.  He  knew 
he  couldn't  work  even  though  he  wanted  to.  The  bills  kept 
coming  in  and  it  took  so  long  before  his  social  security 
started . 

Fortunately,  he  is  a veteran  and  through  the  Mass 
CCHD  Chapter  we  heard  about  help  at  the  Boston  VA.  In 
1974  he  was  admitted  for  7 weeks  and  started  on  Lithium. 

He  went  back  regularly  for  outpatient  treatment  and  has 
taken  part  in  several  experimental  medications . At  the 
present  time  he  is  a patient  at  the  VA.  He  is  much  improved 
thanks  to  the  wonderful  care  he  is  receiving  there.  I try 
to  pick  him  up  every  week  end  to  bring  him  one  on  a pass, 
but  it  is  230  miles  round  trip  and  I recently  had  major 
surgery  and  my  doctors  tell  me  I'll  have  to  cut  down  my 
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trips  to  every  two  weeks  or  I'll  be  sick  myself  again.  Four 
hundred  and  sixty  miles  every  week  end  is  too  much  plus  I 
have  to  lose  a day's  pay  too.  Right  now  the  social  worker 
is  trying  to  have  him  located  closer  to  home. 

I could  go  on  and  on  telling  all  the  problems  of  an 
H.D.  family.  Our  children  live  in  constant  fear  that  they 
may  inherit  the  disease.  All  three  are  married  but  so  far 
have  no  children.  Our  son  had  an  ROTC  scholarship  at  Colby 
and  was  to  be  a pilot  in  the  USAF; after  he  finished  basic 
and  went  to  flight  school  some  doctor  discovered  on  his 
medical  record  his  father  had  H.D.  He  was  immediately 
grounded  and  treated  as  if  he  had  nothing  more  to  live  for. 
Finally  after  months  of  telling  him  they  were  going  to  dis- 
charge him  they  changed  their  minds  and  sent  him  to  radar 
school  instead. 

Friends  no  longer  come  to  call  and  even  some  of  my 
best  friends  avoid  us  as  they  say  it  upsets  them  to  see 
Fred  in  his  condition. 

I realize  real  help  for  my  husband  as  far  as  a cure 
is  too  late,  but  I pray  that  help  will  come  in  time  for  our 
children.  A person  has  to  really  live  with  H.D.  to  under- 
stand all  the  problems.  We're  not  about  to  sit  back  and 
give  up  and  I thank  God  every  day  for  my  wonderful  family 
and  my  good  friends  and  pray  also  that  he  will  give  us  the 
strength  and  courage  to  face  the  future. 
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ROBERT  C.  TUCKER 


SEPTEMBER  28,  1976 


I am  writing  this  letter  in  regards  to  Huntington's 
chorea.  A neighbor  of  mine  has  this  disease,  and  has  to  be 
left  all  alone  during  the  day  to  fend  for  himself  because 
his  wife  has  to  keep  a job  5 days  a week  to  make  a decent 
wage  to  live  on  and  to  keep  their  bills  paid.  It  would 
really  be  nice  if  they  could  receive  a little  more  in  the 
Social  Security  every  month  to  make  things  a little  easier 
for  them,  so  they  could  live  decent  like  most  people  and  also 
have  a family  life. 
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NORMAL  B.  WEATHERBEE,  JR. 

SOMERVILLE,  MASSACHUSETTS  SEPTEMBER  25,  1976 


I am  a friend  of  a family  who  has  Huntington's  chorea. 
I know  for  a fact  that  they  have  a hard  time  making  ends 
meet  with  the  very  high  prices  of  today.  The  spouse  has  to 
work  hard  to  make  up  for  her  husband's  inability  to  work, 
and  with  this  she  has  to  leave  her  husband  and  child  alone. 

In  my  opinion,  the  persons  afflicted  with  this  disease 
should  receive  more  benefits  from  Social  Security  and 
possibly  some  for  day  care  so  that  their  spouse  can  go  out 
to  work,  that  they  can  live  as  well  as  everyone  else. 
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MRS.  DAVID  WILSON 

BURLINGTON,  MASSACHUSETTS  SEPTEMBER  10,  1976 


This  is  a wonderful  opportunity  for  those  of  us  who 
live  with  Huntington's  Disease  to  express  our  feelings, 
our  deep  emotions  and  experiences.  Living  with  despair 
and  hope  at  the  same  time  is  difficult  to  explain.  Each 
day  when  I awake  I ask  myself  how  will  my  husband  be  today-- 
good  or  bad  and  then  make  the  most  of  the  situation  as  it  is. 
Huntington's  has  the  three  ingredients--progressive , incur- 
able and  inherited--which  is  in  my  mind,  one  horrible  disease. 
To  have  one  of  these  ingredients  is  bad  enough,  but  all  three 
are  pretty  terrible. 

Seven  years  ago  when  my  husband  was  first  diagnosed  as 
having  H.D.  our  first  reaction  was  one  of  disbelief  because 
we  had  been  told  years  before  that  the  male  sex  did  not  in- 
herit the  disease.  Untrue,  of  course.  Our  next  reaction  was 
shock  and  a sickening  feeling  that  we  both  wanted  to  die  as 
we  were  unable  to  face  the  future.  At  that  time  both  of  our 
children  were  married  and  my  daughter  was  expecting  her  first 
baby.  My  son  already  had  two.  I felt  guilt,  fear,  compas- 
sion and  bitterness  all  in  the  same  time.  The  neurologist 
we  had  gone  to  at  first  was  a very  able  man,  but  extremely 
blunt.  On  our  very  first  visit  my  husband  was  told  to  sell 
out  his  business  immediately,  have  his  will  prepared  and  to 
make  sure  I had  power  of  attorney  as  he  was  facing  incompe- 
tence and  complete  disability.  The  doctor  was  correct,  of 
course,  but  the  way  it  was  presented  to  us  nearly  destroyed 
us  both.  We  did  take  his  advice  and  my  husband  then  had  a 
complete  mental  breakdown  and  I was  close  to  one. 

We  had  to  make  plans  to  change  our  whole  life.  I could 
not  go  out  to  work  as  he  needed  me  to  care  for  him.  Finances 
became  a problem.  David  is  a veteran,  however,  so  we  were, 
and  are  so  thankful  for  that.  He  has  been  under  the  care 
of  the  Boston  VA  Hospital.  His  doctors  have  been  fantastic 
and  the  care  he  has  received  has  been  wonderful.  He  has  been 
in  and  out  many  times  and  continues  to  be  a clinic  patient. 

He  is  part  of  the  research  program  in  that  hospital  and  very 
willing  to  participate.  All  of  the  staff  have  been  just 
great.  Besides,  doctors  and  nurses--the  social  workers, 
veterans  service  and  counselors  all  just  beautiful  people. 

I do  not  know  how  I would  have  managed  without  all  their 
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help  these  past  years.  We  have  had  the  wonderful  support  from 
our  children  in  spite  of  the  black  cloud  that  hangs  over  them 
and  that  I'm  sure  they  think  of  and  worry  about.  My  daughter 
devoted  two  and  one  half  years  to  help  organize  C.C.H.D.  My 
children  are  both  in  their  thirties  and  although  their  father 
was  fifty-three  when  diagnosed,  we  are  aware  of  what  could 
happen.  This  letter  is  already  lengthy  and  I have  not  even 
touched  on  the  daily  problems  we  endure.  David  was  once  a 
very  good  provider,  a wonderful  family  man.  He  was  quiet, 
thoughtful,  unselfish,  and  so  happy  with  life  in  general. 

All  that  is  changed.  His  pride  has  been  broken  and  his  will 
to  live  for  the  future  is  now  disappearing  day  by  day.  Much 
of  the  time  he  is  in  depression,  although  medicines  help  that 
and  all  his  other  symptoms,  so  far.  I think  the  mental  effects 
of  H.D.  are  far  worse  than  the  physical  to  cope  with  but  both 
are  bad.  It  is  so  hard  to  see  someone  you  love  degenerate 
like  this.  Our  family  is  indeed  grateful  for  all  the  efforts 
being  made  to  Combat  Huntington's  Disease  and  on  behalf  of 
my  husband,  children  and  grandchildren,  I thank  you. 
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I have  been  married  for  28  years,  have  3 children  (grown) . 
My  husband  has  H.D.  He  was  diagnosed  three  years  ago  (1973)  . 

Our  life  was  completely  normal  in  every  way.  Then  the 
bombshell  dropped!  Prior  to  diagnosis  he  would  have  occasion- 
al insane  outbursts,  but  would  apologize  and  things  would 
again  be  normal.  I attributed  them  to  middle  age  "male  meno- 
pause", for  a while — then  began  to  worry  about  H.D.  being  a 
possibility,  but  said  nothing. 

After  being  diagnosed  my  husband  literally  fell  apart 
(physically  and  emotionally)  and  has  never  been  the  same 
since . 


The  medication  he  received  at  first  was  not  suitable;  he 
was  put  back  into  the  hospital. 

He  went  through  a period  of  running  away  from  home. 
Anywhere.  To  my  sister's  home  15  miles  away,  just  walking 
on  the  highways,  being  picked  up  by  the  police  (in  another 
time) . They  would  say  they  could  not  hold  him  if  he  didn't 
want  to  remain  with  them  until  I could  pick  him  up.  They 
didn't.  He  would  eventually  be  brought  home  by  my  sister, 
or  our  daughter.  He  would  end  up  (after  walking  long  hours) 
at  one  of  their  homes.  What  motivated  him  to  behave  this 
way?  The  illness,  the  frightening  aspects  of  it?  He  knew 
well  of  them  because  his  father  died  from  it  at  age  58. 

The  doctor  who  diagnosed  him  advised  us  to  visit  a psy- 
chiatrist (when  necessary) . We  did  and  found  him  to  be  totally 
inadequate  with  regard  to  H.D.  I also  came  to  realize  that 
many  nurses,  doctors  and  professional  people  did  not  even  know 
what  H.D.  was! 

After  coming  home  from  the  hospital  (with  a change  in 
medication)  he  would  be  OK  for  a short  period  then  become 
extremely  upset,  violent  at  times,  causing  the  family  to 
become  extremely  upset  and  unable  to  control  him.  It  was 
back  to  the  hospital. 


2-925 


Boston,  Massachusetts 


October  1,  1976 


I was  emotionally  upset,  the  children  were  also.  I 
didn't  know  what  to  do.  The  doctor  provided  no  help  what- 
soever. Our  life  had  fallen  apart.  We  loved  him  but 
couldn't  live  this  way  or  something  terrible  was  going  to 
happen.  He  became  so  upset  at  just  everyday  living  tribu- 
lations. Once  he  scalded  our  son  with  hot  water  directly 
from  the  stove.  Afterwards  he  apologized  over  and  over 
again.  He  attacked  me  once,  accusing  me  of  being  no  good. 

I had  to  call  the  police.  This  episode  took  place  while 
the  children  were  visiting  and  our  grandson  was  here.  It 
was  a perfectly  nice  evening  and  he  just  exploded.  His 
doctor  was  away  and  the  fill-in  doctor  called  me  to  tell 
me  there  was  no  room  at  the  hospital — to  come  and  get  my 
husband  and  that  I had  some  nerve  sending  him  to  the  hos- 
pital. I later  found  out  that  the  police  made  the  arrange- 
ments to  enter  him. 

A few  days  later  the  hospital  called  to  tell  me  to 
pick  up  my  husband.  I told  them  I wanted  him  to  remain 
until  his  doctor  returned.  The  attendant  told  me  he  would 
just  be  put  in  a taxi  and  driven  home.  I told  her  definitely 
No.  He  was  to  stay.  I then  got  a call  from  the  fill-in  doc- 
tor asking  me  what  kind  of  a wife  was  I,  didn't  I care  about 
my  husband;  he  went  on  and  on  with  his  insulting  remarks. 

It  was  a terrible  situation. 

This  was  when  I investigated  the  possibility  of  the 
Veteran's  Hospital  through  the  social  worker  at  this  same 
hospital.  She  was  very  helpful.  My  husband,  after  one 
month's  care  at  this  hospital  was  transferred  to  the  Vete- 
ran's Hospital. 

The  care  he  received  has  so  greatly  helped  him,  that 
after  2 years  in-and-out  of  the  VA  hospital  he  became,  slowly, 
more  manageable.  He  did  run  away  (out  of  fear)  one  time  but 
returned . 

We  struggled  along  for  two  years  with  him  remaining  for 
one,  two,  or  three  months  in  the  VA  hospital,  then  returning 
home . 


He  then  began  to  deteriorate  physically  and  mentally 
and  again  our  lives  at  home  were  unbearable.  I became  a 
virtual  prisoner  in  my  own  home;  except  for  the  fact  he 
let  me  go  to  work  each  day,  something  I couldn't  understand. 
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While  he  was  at  the  VA  hospital  I looked  into  nursing 
homes,  state  facilities,  etc.  only  to  find  the  cost  was 
prohibitive.  I would  have  to  go  on  the  welfare,  perhaps  sell 
our  home,  to  provide  the  funds  to  care  for  my  husband.  I was 
in  a state  of  shock--thinking  of  how  hard  we  had  both  worked 
for  our  standard  of  living  and  all  would  be  lostl 

My  husband  is  still  at  the  VA  hospital  being  excellently 
taken  care  of.  He  comes  home  occasionally,  but  is  happy  to 
return.  What  about  other  people  with  this  terrible  disease? 

I am  deeply  concerned  for  them.  I hope  research  can  find  a 
cure  for  this  most  debilitating  disease  that  strikes  down 
people,  without  warning,  in  their  most  productive  years. 

That  brings  untold  heartache  to  their  family,  worries  the 
offspring  of  the  diseased,  and  causes  unbearable  financial 
burden.  This  disease,  with  the  unsteady  walking,  the  slur- 
ring of  speech,  the  emotional  outbursts,  also  causes  suspi- 
cion, and  ostracism  among  society,  i.e.,  the  person  is  a 
drunk,  maybe  not  "quite  right"  in  his  mind,  etc. 

It  is  a very  sad  state  to  be  in.  Many  of  the  afflicted 
can  (if  allowed)  carry  on  in  their  fields,  but  society  is 
against  them.  This  is  totally  unfair.  With  the  heartache 
this  illness  brings,  I can  only  liken  it  to  giving  birth  to 
a severely  mental  baby — who  lives  for  many  years.  It  is  a 
tragedy  and  difficult  to  bear--both  emotionally  and  finan- 
cially. I implore  this  Commission  to  work  towards  Congress 
appropriating  any  necessary  funds  to  research  for  a cure  for 
this  horrible  disease.  Also  funds  to  help,  financially,  the 
families  who  have  to  bear  this  unfortunate  burden. 

This  illness  is  unlike  a mental  illness  which  may  be 
cured  or  controlled.  This  illness  is  an  incurable  physical 
and  emotional  debilitating  disease.  If  allowed  to  go  un- 
noticed, undiagnosed,  incurable,  I hate  to  think  of  the  con- 
sequences on  our  society!  Please  give  my  letter  consideration, 
with  others,  in  your  records  to  Congress. 
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My  sister  is  incapacitated  with  a malady  diagnosed  as 
Huntington's  disease;  she  has  spent  much  time  in  a private 
hospital  the  last  few  years. 

I hope  the  Federal  Government  will  be  able  to  establish 
and  maintain  hospital-rest  homes  specifically  designed  for 
Huntington's  disease  patients,  where  the  latter  can  spend 
some  or  much  time  depending  on  how  able  their  families  are 
to  care  for  them.  At  these  hospitals,  Huntington's  patients 
would  obtain  proper  preparation  of  food  as  well  as  physical 
and  occupational  therapy  particularly  adapted  to  their  needs. 

I think  more  research  should  be  done  to  find  out  whether 
highly  regulated  exercise,  rest  and  careful  diet,  with  the 
use  of  supplementary  nutritional  aids  such  as  vitamins  and 
iron,  can  arrest  the  development  of  Huntington's  disease  in 
its  initial  stages.  This  research  should  also  be  helpful  in 
advising  "at-risk"  individuals  of  a precaution  that  should  be 
taken  to  check  the  development  of  the  disease. 
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SEPTEMBER  28,  1976 


I am  writing  this  letter  to  you  in  behalf  of  a very 
close  neighbor  and  friend  of  mine.  Her  husband  has  con- 
tracted Huntington's  disease  and  is  in  need  of  a lot  more 
attention  than  they  can  give  him.  His  wife  has  to  work  every 
day  just  to  make  ends  meet.  So  she  can  not  give  him  the 
extra  care  he  needs.  She  has  a son  who  is  10  years  old  and 
she  is  very  concerned  about  his  well  being  too.  I think  they 
are  a well  deserving  family  and  should  have  a chance  of  a 
little  happiness  in  life.  This  woman  is  struggling  to  keep 
their  home  together,  but  she  can  not  afford  to  stay  home. 

I think  that  something  should  be  done  to  help  this  family 
and  other  families  that  have  the  same  problem.  The  more 
research  that  is  done,  the  better  chance  this  little  boy 
will  have  of  escaping  this  disease.  These  families  need 
all  the  help  they  can  get.  And  I hope  that  this  letter  in 
some  way  will  bring  about  the  results  these  needy  people 
are  hoping  for. 
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SEPTEMBER  26,  1976 


I am  a 47  year  old  housewife  and  I am  a nurses  aide. 

I have  a husband  that  has  Huntington's  Disease.  As  of 
now  he  is  in  the  VA  in  Boston  because  I had  difficulty 
in  handling  him  at  home.  He  would  be  falling  down  all 
the  time  and  he  wouldn't  let  me  do  anything  for  him.  I 
was  at  my  wits  ends.  I just  didn't  know  what  to  do.  Be- 
cause I work  8 hours  a day  I would  worry  about  him  smoking. 
You  see  these  people  are  just  like  children.  So  together 
with  the  doctor  and  my  mother-in-law  we  got  him  to  the  hos- 
pital so  he  could  get  the  care  that  I just  couldn't  give 
him.  I feel  bad  that  I had  to  do  this,  but  I came  to  under- 
stand that  it  was  for  his  welfare  as  well  as  my  peace  of 
mind . 
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I am  at  risk  of  Huntington's  Disease.  I am  31  years 
old,  separated,  with  a daughter  11  years  old.  Any  help 
that  can  be  obtained  for  this  terrible  disease  would  be 
appreciated . 

My  father  had  the  disease  and  four  uncles.  My  bro- 
ther is  suffering  from  it  now  and  there  are  four  others 
in  the  immediate  family  at  risk.  Please  help!! 
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I am  a 46  year  old  housewife  who  has  a father  who  is 
in  constant  "nervous  terror"  that  he  is  coming  down  with 
H.D.  because  most  of  his  brothers  and  sisters  had  this 
disease,  and  in  so  having  H.D.  that  his  children  would 
be  next,  then  his  grandchildren,  and  so  he  lives  with  this 
feeling  of  "dread  and  guilt"  that  he  has  turned  into  a 
nervous  wreck  and  hypochondriac,  and  this  is  affecting 
his  whole  family. 

I also  have  a first  cousin,  who  now  at  the  age  of  53  is 
completely  incapacitated  and  the  result  is  a transfer  expe- 
rience for  his  son  who  expects  to  be  in  the  same  position 
as  his  father  and  this  son  now  is  periodically  in  mental 
hospitals  unable  to  cope  with  this  situation. 

Please  do  something  for  all  these  families. 
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ANONYMOUS 


SEPTEMBER  17,  1976 


We  are  a Huntington's  disease  family.  My  husband  has 
had  H.D.  for  about  12  years.  We  have  three  children  at 
risk,  ages  12,  14  and  17-1/2  years  old. 

My  husband  worked  for  New  England  Telephone  Company 
and  they  sent  him  to  a doctor  in  Boston  who  diagnosed  him. 
The  doctor  was  very  helpful  and  tried  to  tell  me  what  the 
future  would  be.  I took  care  of  him  the  first  few  years  at 
home  which  I know  now  was  wrong  because  it  has  left  its  mark 
on  our  three  children.  But  at  that  time  I wanted  to  give 
him  the  last  few  years  at  home  to  enjoy  his  family.  I will 
try  in  this  testimony  to  tell  of  the  heartbreak  I have  gone 
through . 

The  first  friend  I found  was  Linda  at  C.C.H.D.  in  New 
York.  It  all  started  that  we  had  to  put  my  husband  in 
Taunton  State  Hospital  because  I could  not  control  him  and 
the  doctor  in  Boston  was  on  vacation.  What  a time  I had 
with  the  hospital  and  the  doctor.  The  doctor  who  saw  my 
husband  called  me  and  told  me  that  there  was  nothing  wrong 
with  him.  At  that  time  I called  New  York  (C.C.H.D.)  and 
Linda  talked  to  me  for  about  two  hours  and  told  me  that  a 
lot  of  doctors  do  not  understand  H.D.  and  what  it  does  to 
the  family.  That  day  was  the  beginning  of  a lot  of  problems. 
He  stayed  in  the  State  Hospital  for  about  10  days  and  then 
was  sent  to  a Boston  Hospital.  I was  told  by  the  doctors 
not  to  bring  him  home,  but  I knew  that  I could  take  care  of 
him.  I was  not  thinking  of  the  marks  it  would  leave  on  my 
children.  Yes,  I took  care  of  him  for  about  5 years.  The 
children  could  not  have  their  friends  in  the  house  because 
he  did  not  act  right.  It  was  a hard  time  for  all  of  us . I 
went  to  work  as  a waitress  and  the  Veterans  was  telling  me 
not  to  work  and  we  can  help  you.  But  working  was  good  for 
me  because  it  let  me  get  out  of  the  house. 

But  then  the  big  problems  came.  My  6 -year-old  had  a 
big  problem,  so  the  teacher  said.  "Yes,  H.D."  The  teacher 
diagnosed  her  as  an  H.D.  child  because  she  had  gone  to 
school  with  my  husband  and  church  with  his  family.  By  the 
way  she  had  seen  2 generations  of  my  husband's  family  with 
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H.D.  The  school  called  me  and  told  me  that  they  did  not 
feel  this  child  should  walk  home  by  herself  because  she  did 
not  know  where  she  lived,  etc.  The  child  had  told  the 
teacher  stories  because  she  thought  the  question  she  was 
asking  was  too  easy  and  she  knew  her  way  home.  The  school 
told  me  that  they  are  sorry,  but  I did  not  know  my  child 
and  I wondered  and  became  angry  because  I felt  that  they 
were  wrong.  So  we  went  to  Boston  Children's  Hospital  to 
find  out  if  my  child  had  H.D.  It  was  an  added  expense  to 
me  to  prove  this  child  was  all  right  at  this  time.  I was 
told  by  the  doctor  that  environment  plays  an  important  part, 
that  she  had  learned  to  walk  and  talk  like  her  father.  The 
doctor  wrote  a letter  to  the  school  saying  that  at  this  time 
she  did  not  have  H.D.  So  I had  won  the  first  battle,  but 
the  subject  was  not  over,  and  I would  not  realize  it  for 
about  6 years.  The  records  went  with  her  until  this  year 
when  I went  to  find  out  why  she  was  so  upset  in  school. 

The  school  would  not  listen  to  me  because  they  did  not 
understand  the  problem.  So  I signed  for  the  766  in  Massach- 
usetts where  you  go  for  psychological  help  for  the  child. 
First  I called  Boston  Children's  Hospital  and  talked  to  a 
secretary  who  told  me  they  would  not  test  the  child  unless 
the  school  requested  them  to  do  so.  Besides  she  told  me 
that  she  felt  that  I should  not  have  told  the  child  about 
H.D.,  etc.  I took  her  to  Hyannis  and  the  doctor  was  very 
nice  and  explained  to  me  that  she  had  a problem  in  reading, 
etc.;  but  had  come  up  two  grades.  He  said  she  was  trying 
real  hard,  but  did  not  like  to  be  labeled  a slow  child. 
Because  she  did  not  have  a father  she  could  not  understand 
family  life.  That  fathers  were  very  important  in  a family. 
He  told  me  I was  doing  my  best  and  to  keep  fighting.  We 
took  out  some  of  the  letters  from  Children's  Hospital  be- 
sides some  old  reports  that  the  teachers  had  written  for 
the  school  records.  I think  if  no  one  knows  about  H.D.  on 
the  Cape  I think  my  children  would  not  have  had  so  much 
trouble . 

When  my  husband  was  put  in  the  Veterans  Hospital  in 
Boston  the  care  was  wonderful,  etc.  Then  he  was  sent  to 
Brockton  Hospital  two  years  ago.  l called  Congressman  Gerrv 
Studds  and  told  his  secretary  that  I was  not  happy  with  the 
ward  my  husband  was  in  because  it  was  not  clean,  etc.  Right 
now  Brockton  Veterans  Hospital  is  clean,  but  they  do  not 
have  too  much  help. 
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Congressman  Studds ' office  called  my  house  every  few 
weeks  to  see  if  the  hospital  was  better.  I want  to  say  now 
that  having  someone  care  was  very  important  at  that  time. 

Social  Security  stopped  the  children's  money  for  about 
six  months  because  my  husband  was  no  longer  able  to  take 
care  of  his  affairs.  I called  the  Hyannis  office  and  all 
they  said  was  that  it  was  a computer  error.  Finally  I got 
mad  and  called  Maryland  and  told  them  I wanted  my  children's 
checks  or  I would  call  my  Congressman.  I finally  received 
the  checks.  I was  lucky  because  I was  working  as  a waitress, 
so  the  children  could  at  least  eat. 

Four  years  ago  when  my  husband  left  the  house  for  the 
hospital  my  son  started  to  smoke  pot  and  drink.  He  had  be- 
longed to  cub  Scouts  with  me  as  a Den  Mother.  When  he  tried 
to  join  the  Boy  scouts  they  said,  "You  don't  have  a father, 
so  you  can't  belong."  Big  Brothers  was  the  next  idea,  but 
there  were  too  many  boys  for  the  number  of  Big  Brothers. 

I decided  I would  go  to  court  and  see  what  could  be  done 
with  this  child.  So  I filled  out  a "Child  in  need  services" 
form.  He  was  sent  to  Brewster  Forestry  Camp  and  loved  it, 
but  there  was  no  follow-up.  They  did  things  with  the  kids 
if  the  child  wanted  to.  I must  say  at  this  time  they  tried, 
but  did  not  have  the  people  or  money  to  work  with.  On  the 
Cape  about  70%  of  the  homes  have  only  one  parent.  So  my 
son  does  not  see  too  many  mothers  and  fathers  together. 

Then  he  got  a probation  officer  who  told  my  son  to  drink 
and  smoke  pot  that  all  the  boys  do  it.  I thought  at  that 
time  I could  not  believe  my  ears,  but  other  mothers  have  had 
the  same  problem.  He  also  told  me  that  I did  not  know  how 
to  bring  up  a boy.  About  that  time  I was  beginning  to 
wonder  so  I called  Brewster  Family  Service  and  asked  to  go 
there  for  help  for  myself.  I found  out  I was  not  all  wrong 
and  he  gave  me  the  guts  to  go  on.  My  son  went  over  there  a 
few  times,  but  the  kids  were  making  fun  of  him.  I have 
talked  to  all  the  police  and  they  cannot  help  me  because  of 
the  laws,  etc.  A few  weeks  ago  he  took  my  car  and  I called 
:'tKe  police  after  a 100-mile-per-hour  chase  for  about  30 
Thinutes  he  was  stopped.  Yes,  he  had  been  drinking  and 
smoking  pot,  and  he  will  go  to  court.  I would  like  help 
for  this  child,  but  will  I get  it  in  court  this  time?  No 
way,  he  is  17-1/2  and  by  law  he  is  his  own  man.  I asked 
for  a foster  home  for  him  when  he  was  15  or  16,  but  no  way. 
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I feel  I want  him  home  with  me,  so  I can  watch  his  diet  and 
maybe  he  will  be  the  lucky  one  and  not  get  H.D.  The  courts 
do  not  understand  H.D.  I hope  and  pray  that  an  answer  will 
come  for  these  kids. 

Now  I want  to  talk  about  the  Veterans . I have  fought 
with  the  Veterans  because  I did  want  some  help,  but  they 
wouldn't  help  me.  Which  did  not  upset  me  because  they  are 
taking  care  of  my  husband.  The  Veterans  want  to  know  how 
I am  spending  his  money,  etc.  I was  angry  because  my  hus- 
band loved  me  and  made  out  a will  and  power  of  attorney  for 
me  before  he  got  too  bad.  I went  to  court  and  got  guardian- 
ship of  him.  The  Veterans  told  me  that  they  care  only  for 
the  veteran  and  not  the  veteran's  children.  I have  been 
married  21  years  and  12  years  have  been  fighting  with  the 
government  and  school,  etc. 

I went  to  the  Town  to  get  something  off  on  my  real 
estate  taxes,  but  they  said  no.  I went  to  work  this  summer 
to  pay  for  the  taxes,  etc.  Sometimes  I wonder.  I only  have 
two  hands  and  really  would  like  a little  time  to  myself. 

The  children  need  me  and  when  I do  go  out  I'm  on  call  be- 
cause the  hospital  may  call  and  tell  me  it's  over.  I have 
been  on  call  for  12  years,  the  time  is  short  for  me  too. 

You  drive  100  miles  up  to  see  a husband  who  does  not  know 
me  and  you  just  want  help. 

I wonder  will  my  children  get  H.D.  I wonder  if  they 
should  get  married  and  have  children.  What  I have  seen  you 
say  no.  These  children  are  young.  If  you  wonder  why  I 
have  not  talked  about  my  14-year-old  girl  it  is  because  I 
feel  she  has  her  head  on  straight.  She  will  have  her  prob- 
lems, but  I feel  that  she  has  been  lucky  because  her  friends' 
fathers  have  been  important  in  her  life. 

Our  families  do  not  want  me  to  mention  that  we  are  an 
H.D.  family.  People  are  so  busy  with  their  own  life.  I am 
hoping  that  maybe  something  I have  written  will  help. 

We  H.D.  families  need  understanding  and  help  and  do 
not  know  where  to  turn. 

I have  been  lucky  because  I found  wonderful  doctors  in 
Boston  to  tell  me  that  there  is  HOPE. 
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I did  not  know  my  husband  had  H.D.  when  I married  him. 

I am  in  a mess  and  I am  trying  to  make  the  best  of  it. 

I have  great  faith  that  someone  will  cross  my  path  and 
help  me  and  my  children. 

If  the  public  could  understand  it  would  not  be  so  bad. 

I have  to  find  another  job  in  a few  weeks.  I have  a sick 
husband  and  three  children  and  people  don't  think  I can  work 
hard . 


I do  not  feel  sorry  for  myself  because  I believe  some 
day  there  will  be  help  for  all  H.D.  families. 

I would  like  to  go  on  vacation  for  just  two  to  three 
days  and  relax,  but  I cannot  leave  the  children.  I have 
repairs  to  do  on  the  house,  but  with  no  man,  no  money,  it's 
hard . 


The  school  wants  each  child  to  have  notebook,  gym  suit, 
etc.  But  when  you  are  filling  out  all  the  forms  for  help, 
you  forget  the  miscellaneous. 

One  person  who  was  filling  out  a form  for  me  said  that 
I had  put  down  too  much  gas.  Many  times  I like  to  get  in 
the  car  and  see  my  husband,  but  100  miles  is  a long  ways  and 
he  does  not  know  me.  I wonder  if  I should  have  got  out  for 
the  children's  sake,  but  it's  too  late. 

I got  married  because  I wanted  children  and  loved  my 
husband.  I would  like  to  have  my  name  withheld,  but  I am 
not  afraid  for  myself.  It's  for  the  children  and  the  rest 
of  the  children  of  the  families. 

I hope  that  you  will  help  us  find  an  answer  and  help 
for  our  families.  It's  a very  lonesome  life  with  three  kids 
and  no  answer  in  sight. 

I feel  these  kids  need  understanding.  The.  teachers 
want  good  students  and  not  children  with  problems.  I have 
just  been  over  to  school  because  my  son  has  been  asked  to 
leave  the  school  for  good.  I have  been  over  to  school  and 
got  no  answer.  Everyday  it's  the  children  and  how  I can 
help  them  get  to  be  good  adults  whether  they  have  H.D.  or 
not . 
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Should  they  have  children  or  not????  Should  they  get 
married????  Will  they  have  children  who  have  H.D.?  Every- 
one tells  me  I am  doing  a good  job,  but  no  questions  are 
being  answered. 
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I have  always  felt  a certain  sense  of  irony  involved  in 
the  appearance  of  Huntington's  disease  in  my  family.  Woody 
Guthrie  was  one  of  my  American  heroes  early  on  in  my  educa- 
tion, prior  to  my  father's  diagnosis,  and,  as  a result,  I 
have  experienced  the  impact  of  the  disease  from  dual  foci, 
both  of  which  are  equally  saddening. 

It  would  be  impossible  to  capsulize  the  impact  of  being 
an  at-risk  member  of  a Huntington's  family  in  the  time 
allotted  at  this  hearing.  However,  I feel  that  I may  add 
some  perspective  to  the  proceedings  by  sharing  with  you  some 
of  my  feelings  from  three  areas  of  my  own  experience:  my 

family,  my  own  reactions,  and  my  relationship  with  my  wife. 

The  Huntington's  family  is  faced  by  a complex  battery  of 
personal  and  group  reactions.  Each  is  affected  individually 
by  the  onset  of  the  disease  according  to  his  or  her  role  in 
the  family,  but,  at  the  same  time,  these  personal  reactions 
are  tempered  by  the  perceived  impact  of  the  disease  on  the 
other  members  of  the  group.  Perhaps  the  most  difficult  aspect 
of  the  disease  to  come  to  grips  with  is  one's  sense  of 
ultimate  and  unyielding  finality,  combined  with  more  immed- 
iate uncertainties.  Questions  such  as:  "How  long...?" 

"What  next...?"  "What  will  we  do  when...?"  place  the  family 
on  tenterhooks.  Anticipation  is  complicated  by  resignation; 
hope  must  by  needs  always  be  felt  as  short-term. 

Individually,  the  at-risk  person  is  forced,  usually 
without  warning,  to  ask  serious  questions  about  the  future, 
to  envision  a lifestyle  totally  and  terrifyingly  different 
from  prediagnosis  plans  or  dreams.  Again,  the  central  point 
of  tension  is  the  constant  uncertainty.  As  in  my  own  case, 
one  may  attempt  to  set  future  financial  affairs  in  order,  may 
think  out  or  discuss  "What  if...?"  contingencies,  may 
consciously  come  to  peace  with  the  spectre  of  going  beyond 
being  merely  at  risk.  But,  suddenly  one  catches  a heel  on  a 
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doorjamb  or  unconsciously  scratches  a cheek  and  all  the 
sublimated  fears  of  the  future  come  flooding  back. 

Finally,  and  perhaps  most  sadly,  Huntington's  disease 
affects  individuals  connected  to  its  genetic  wheel  of 
fortune  solely  by  the  mysteries  of  human  love.  For  the 
spouse,  the  diagnosis,  either  of  affliction  or  of  at-risk 
status,  comes  as  a thunderbolt,  shattering  dreams,  threaten- 
ing the  very  center  of  one's  chosen  world.  The  husband  or 
wife  or  an  at-risk  person  must  face  questions  at  the  heart 
of  the  marriage  relationship.  Changes  of  marital  roles, 
often  long  ingrained,  must  be  anticipated  as  the  spouse  en- 
visions not  a partnership  but  rather  a leadership  position. 
Should  we  have  a family?  The  question  is  doubly  difficult 
because,  along  with  practical  considerations,  a sense  of 
moral  responsibilities  to  the  unborn  and  to  society  come  to 
bear.  And  always  there  is  the  waiting  and  watching  for  the 
misstep,  the  memory  lapse,  the  unanticipated  reaction  which 
will  signal  the  confirmation  of  one's  fears.  Such  fears  may 
well  prove  unfounded  in  the  end.  However,  that  makes  the 
tension  no  less  constant  as  the  years  unfold. 

In  this  brief,  personal  statement  of  my  relationship  to 
Huntington's  disease,  I have  concentrated  on  the  impact  upon 
those  not  actually  afflicted.  The  focus  was  intentional,  for 
who  of  us,  regardless  of  affinity  to  the  ill,  can  ever  know 
the  impact  of  such  a diagnosis?  Our  emotions  can  run  rampant, 
but  we  can  never  know,  at  least  for  the  present,  the  feeling 
"Why  me?" 

In  closing,  I would  like  to  quote  from  Woody  Guthrie  in 
one  of  his  late  poems  entitled;  "No  Help  Known." 

"Huntington's  chorea 
Means  there's  no  help  known 
In  the  science  of  medicine 
For  me. 

"All  all  of  you  choreanites  like  me 
Because  of  my  good  nurses 
And  all  of  my  good  medicine  men 
And  all  of  my  good  attenders 
All  look  at  me  and  say 
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By  your  words  or  by  your  looks 
Or  maybe  by  your  whispers 
There's  just  not  no  hope. 

"Nor  not  no  treatments  known 
To  cure  me  of  my  dizzy  [unintelligible] 
Called  chorea. 

"Maybe  Jesus  can  think 
Up  a cure  of  some  kind." 

Ladies  and  gentlemen:  Heaven  helps  those  who  help 

themselves . 
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understand  that  there  is  going  to  be  a hearing  regarding 
whether  or  not  adoptive  parents  should  be  able  to  get  information 
on  the  biological  parents  of  a child  when  there  is  the  possibility 
that  the  adopted  child  could  have  Huntington's  Chlorea. 

Our  reaction  is  very  strongly  yes...  Adoptive  parents  should  have  access 
to  this  infomation.  How  else  will  we  have  any  indication  as  to  whether 
our  child  has  this  disease  or  not?  Not  having  this  infomation,  should 
we  tell  him  he  might  have  it? 

My  wife  and  I believe  that  we  should  either  directly,  or  through  some 
agency,  have  a source  that  can  tell  us  whether  our  child's  mother  had 
this  disease,  and  any  additional  information  that  could  be  medically 
beneficial,  such  as  the  severity  of  the  mother's  case.  We  have  asked 
our  social  worker  about  this  and  she  has  advised  us  to  contact  the 
agency  in  another  15  years  and  ask  them  to  see  if  they  can  still  make 
contact  with  the  biological  mother  and  check  her  medical  records  out. 
However,  she  said  that  whether  they  will  do  this  at  that  time  is  very 
questionable  and  if  they  can  not  make  immediate  contact  with  the 
biological  mother  that  she  rather  doubts  that  they  will  make  any 
extended  effort  to  check.  So  we  will  be  at  the  mercy  of  the  agency  and 
their  efforts. 

Knowing  this,  we  could  infom  our  child  at  some  time  that  he  has  a 50-50 
chance  of  having  this  disease.  If  we  know  that  the  mother  did  not  have 
it,  of  course,  we  would  not  have  to  tell  him  anything. 

Amed  with  this  infomation,  we  could  notify  our  doctors  to  this  fact 
hoping  that  the  advanced  warning  might  help  them  find  sy^iptons  that 
could  possibly  help  them  identify  this  disease  in  its  earlier  stages. 

We  hope  you  will  give  this  appeal  your  approval  and  set  up  guidelines 
that  would  provide  a family  with  such  a child,  the  means  to  learn  this 
information . 

Thank  you  for  your  consideration. 

Concerned  Parents: 

We  must  remain  anonymous  as  our  child  does  not  have  this  on  any  of  his 
medical  records  as  we  would  not  be  able  to  buy  insurance  for  him  or  he 
would  not  be  able  to  obtain  it  at  a later  age  in  his  life 
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The  problem  we  face  is  even  more  complex  than  that 
suffered  by  most  families  with  Huntington's  disease. 

Several  years  ago,  through  an  independent  adoption,  we 
became  the  parents  of  a beautiful,  healthy  baby  girl.  Until 
the  time  of  the  finalization  of  the  adoption,  which  took 
place  after  having  our  child  for  three  years,  we  had  no  idea 
of  the  disease  in  her  biological  background. 

After  the  discovery,  we  ran  into  many  roadblocks  in 
trying  to  find  out  the  effects  of  the  disease  and  the  re- 
search being  done  on  it.  Our  pediatrician  refused  to  discuss 
the  disease  or  the  possibility  of  our  daughter  developing  it. 
Because  we  lacked  the  medical  background  of  our  child's 
blood  relatives,  the  New  England  Medical  Center's  Genetic 
Unit  informed  us  that  their  counseling  service  could  not 
handle  our  case. 

We  have  suffered  through  not  only  the  emotional  agony 
of  not  knowing  whether  our  child  will  develop  this  disease, 
but  also  the  pain  of  not  knowing  where  to  turn  for  assitance. 
We  are  of  very  modest  income,  and  the  little  we  are  putting 
aside  for  our  daughter's  wedding  and/or  advanced  schooling 
may  have  to  be  used  for  future  medical  expenses.  The  not 
knowing  is  a constant  and  unnerving  situation,  and  the 
thought  that  this  extremely  bright,  active  and  loving  child 
could  be  destroyed  by  Huntington's  disease  is  heartbreaking. 

We  feel  the  doors  being  closed  on  us.  The  only  means 
of  information  still  open  is  through  the  Committee  to  Combat 
Huntington's  Disease.  For  fear  of  recognition  by  friends  or 
family  members  of  our  child's  biological  family,  we  cannot 
sign  this  letter. 

Hoping  you  can  help. 
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